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I'’TIOCCAPU

AKaTH3Hs - BHyTPEHHEE OECITOKONCTBO ¢ MOTPEOHOCTHIO IBUTATHCS.

ATaKCcHs — HapYIIEHHE COTJIACOBAHHOCTHU JIBUYKEHUHM PAa3TMUHBIX MBIIII] TPH
YCIOBUHU OTCYTCTBHSI MBIIIIEYHOM C1a00CTH

ATeTO03 - MeUICHHbIC H3BUBAIOIINECS IBHIKCHHS.

Bauin3Mm - GpOCKOBbIE Pa3MAIIUCThIE ABHIKCHUS.

I'unepkuHes - HEMPOU3BOJIbHOE M30BITOYHOE JBHIKECHUE.

JIMCKMHE3UM - Pa3HOOOpa3HbIC HEMPOU3BOJIbHBIC JBMKCHHS, YacTo
JIeKapCTBEHHO-MH Iy IUPOBaHHbIC.

JINCTOHHUS - TUTIEPKUHE3 C MMATOJOTHYECCKUMHU IT03aMHU M CKPYUYHBAHHEM.

MMOKJIOHYC - KpaTKHe BHE3AITHbIC MBIIIICYHBIC COKPAIICHHUS.

ManauaapHass cucremMa - (QUIOrGHETHUYSCKH Ooyiee cTapas dacTh
CTPHOIAJLIHIAPHON CHCTEMBI, BKJIFOUAIOIast OJCIHBIH Iap, Y4epHYI0 CyOCTaHIIUIO U
CyOTaIaMHUYECKOe APO.

IMapokcuzmalibHbIe AUCKHHE3HH — rpyImnma THIIEPKUHE30B,
NPOSIBIISIOIIUXCS PA3IMYHBIMK 110 JUTMTEIBHOCTH MPHUCTYIaMU HETPOU3BOJIBHBIX
JIBMOKEHUH, TATOJIOTMYCCKUX 1103 0€3 HAPYIIICHUs CO3HAHUS.

CTepeoTHIINH - TTOBTOPSIONINECS OHOOOPA3HbIE IBUKEHUS.

CrpuapHas cucrema (neostriatum) - punorenernuecku Oojiee HOBast 4acTh
CTPHOMAUTHIAPHON CUCTEMBI, BKITIOYAIOIIAs XBOCTATOE SIIPO M CKOPIIYILY.

Tuku - KpaTK¥e IOBTOPSIONINECS CTEPCOTHUITHBIC BMKEHUS WM
BOKAJIN3AIINH.

Tpemop - puTMUYHBIE KOJIebaTeIbHbIE IBIKCHHS YaCTH TeIa.

DYyHKIMOHAJILHBbIE JIBUTaTe/IbHbIE PACCTPOICTBA - JIBUTATEJIbHBIC
HapyIeHust 6€3 CTPYKTYPHOTO HEBPOJIOTHUYECKOTo CyOCcTpaTa.

Xopest - ObICTPBIC, HEPETYIISIPHBIE, K TAHITYIOIINEY IBUKEHU.

DKCTpanMpaMUJaHAasi CHCTEMA - COBOKYITHOCTh CTPYKTYD, PETYIHPYHOIINX

ABTOMATU3UPOBAHHLIC ABMIKXCHUA U MBIIICYHBIN TOHYC.



BBEAEHUE

DKcTpanupaMuHbIe paCCTPONCTBA MPEICTABIISIOT COO0H OHY U3 KITFOUEBBIX
U HauboJjee CIOXKHBIX MPOOJEeM COBPEMEHHOW KIMHMYECKOW HeBposioruu. OHuU
OOBEIUHSAIOT IIHUPOKUN CIEKTP JBUTATEIBHBIX HAPYIICHHA, BO3HUKAIOIIUX IPH
MOPAXEHUH CTPYKTYP IKCTPAIMPAMHUIHON CUCTEMBI, BKIII0UYas 0a3ajabHble TAHTJIHH,
TaJaMyc, CTBOJIOBbIE 00pa30BaHUsI M UX MHOTOYPOBHEBBIC KOPTHKO-TTOJIKOPKOBBIC
cBsizu. Oco0oe MecTo B JAaHHOM TPYIITE 3aHUMAIOT TUIIEPKUHESHI - MATOJIOTHUECKHE
HEMPOU3BOJIbHBIC JIBIDKEHHUS, CYLIECTBEHHO CHIDKAIOIIME Ka4deCTBO IKU3HU
NAlMEHTOB M  HEPEAKO MPHUBOJALIME K  BBIPAXKEHHOW COLUMAIbHOM U
npodeccHoHaNBHOM e3aJanTalllu.

AKTyanbHOCTh HW3YYEHMsI TUIIEPKHHE30B OOYCJOBJIEHA HE TOJIBKO HX
pacpoCTpaHEHHOCTBIO, HO U TPYAHOCTIMH JU((EepeHIIMATBHON TUAarHOCTUKU U
BbIOOpa pamnuoHadbHONW Tepanuu. CXOACTBO KIMHUYECKUX CHMIITOMOB TIpU
Pa3IMYHBIX HO30JIOTMUECKUX (HOpMax, COYETAHHE TUIEPKUHE30B C JAPYTHUMHU
HEBPOJOTHYECKUMH U TCUXUYECKHUMH HApYIICHUSIMH, a TakXe BIHSIHHE
JIEKapCTBEHHBIX CPEJICTB Ha JKCTPAUPAMUIHYIO0 CHCTEMY TpeOyloT OT Bpaua
rJIyOOKOTO TOHUMAaHMSI aHATOMO-(YHKIIMOHAJIBLHOW OpraHu3aiuu 0a3ajbHBIX
TaHTJINEB W COBPEMEHHBIX  TPEJCTABICHUH O  HEHPOXUMHYECKUX U
HENPO(U3NOIOrMUECKUX MEXaHU3MAaX JIBUTATEIbHOTO KOHTPOJISL.

Hacrosimee ydeOHOe mocoOuMe TMOCBSIIEHO CHUCTEMAaTU3UPOBAHHOMY
U3JI0’)KEHUIO BOIIPOCOB, CBSI3aHHBIX C OSKCTPANUPAMUIHBIMUA PACCTPONCTBAMH C
aKIEHTOM Ha TUIEepKuHe3bl. B HEM paccMmaTpuBaroTCs OCHOBBI AHATOMUHM U
dbuznoNorN  AKCTpAMMpPaMUIHONW CHUCTEMBI, COBpPEMEHHBIC KJacCHU(pHUKAIIUU
TMIIEPKUHE30B, HX KIWHUYECKUE XapaKTePUCTHKH, MATOTeHe3, MPUHIIMIIBI
JUArHOCTHKHU U MOAXOJbI K JICUEHUI0. MaTepuall u3JIoKeH ¢ YYETOM aKTyallbHbIX
HAYYHBIX JaHHBIX ¥ KIMHUYECKUX PEKOMEHAAIMNA M OPHUEHTHPOBAH HAa CTYACHTOB
MEAMIIMHCKUX BY30B, OpJIMHATOPOB U Bpayeil-HEBPOJIOT OB, CTPEMSIINXCS YTITyOUTh

CBOM 3HaHHUA B 00JIACTU JBUTATEIBHBIX PACCTPOICTB.



I'JIABA 1. CTPYKTYPA U OCHOBHBbBIE ®YHKIINHU
3KCTPAIIUPAMUJTHOU CUCTEMBI.

B pamkax oOmield cucTeMbl peryJisiliid JBUKEHUN TPAJIULUOHHO BBIJIEISIOT
TPU OCHOBHBIX KOMIIOHEHTA: MUPAMHUIHYIO, SKCTPANUPAMUIHYIO U MO3KEUKOBYIO
CUCTEMBI. DTO JIeJIEHHE, OCHOBBIBAIOIIEECS KaK Ha aHATOMO-(PU3UOJIOTHYECKUX, TaK
U Ha KIMHUYECKHX apryMeHTaxX, B OIIPEACICHHOW CTENEHH COXPaHSIET CBOE
3HaYCHUE, U B KIMHUKE Mbl MOXEM 4eTKO au((depeHurpoBaTh MUPAMUJIHBIE,
HKCTpANUpaMHUIHbIE W MO3KEUKOBBIE  paccTpoiicTBa. OpHako  HOBBIE
HKCIIEPUMEHTAJIbHBIE U KJIMHUYECKUE JaHHbIE TTOKA3bIBAIOT, YTO BCE TPHU CUCTEMBI
TECHO B3aUMOJEHCTBYIOT MEXIy COOOM Ha pa3HbIX YPOBHSX, U IMOPAKEHUE OJHOU
U3 HUX BJEYET 3a CO0OW BTOPUYHBIE U3MEHEHHUS (DYHKIMOHAIBHOIO COCTOSHUSA
TIPYTHX.

TepMuH «3KcTpanupaMujHasi CHCTEMa» - BIEpBble ObUI  BBEJEH
BbAatomMMcsl aHrmiickuM HeBposioroM S.A. Kinner Wilson (1912), kotopsiii
BKJIFOUMJI B COCTaB 3KCTpanMpaMUIHON MOTOPHOM CHUCTEMbI Oa3aibHbIE TaHTIUN U
TECHO CBSI3aHHBIE C HUMH CTBOJIOBBIE CTPYKTYpPHI (KpacHoO€ SAPO, PETUKYISIPHYIO
dbopmarnuio u ap.).

Emé B 1973 r. Benymmii amepukanckuii pusuonor 1. Munmnaep (Milner P.)
BbICKa3aycs Tak: «CamMo mojpas/ieIeHue MOTOPHOM CUCTEMbl Ha MUPAMHUAHYIO U
HKCTPANUPAMUIHYIO SBJISETCS UCTOYHUKOM MyTaHUIBI U OIIMOOK. BO3MOXKHO, OHO
SIBUJIOCH CJIEICTBUEM HCTOPUYECKOTO 3a0IIyKIEHHUS, BOSHHUKIIETO M3 HAYaJbHOTO
NPEACTAaBICHUST O TOM, YTO MHUpaMUAHAs CHCTeMa SBISIETCS E€IUHCTBEHHOMN
JABUraresbHOW cucrteMon. [loaToMy Te YactM MO3ra, ydacTHe KOTOPBIX B
JIBUTATEJIbHBIX (PYHKIMSAX OBUIO BBISIBJICHO IIO3/IHEE, ObUIM OOBEIMHEHBI O]
Ha3BaHUEM  JKCTpPAUpPAMHUIHOM  CUCTEMBbl. TpyaHO  MPOBECTH  YETKYIO
(GYHKIMOHAJIBHYIO TpaHb MEXIy 3TUMU cuctemamu. He o0060coOneHbl OHM H
aHATOMHUYECKH, 32 HUCKIIOYEHHEM KOpPOTKOM 4YacTW MyTH Yepe3 MPOAOITOBATHIN
MO3r». B Hacrosiiee Bpems 3TO SBISETCS OQHOW M3 MPUYMH OTKa3a, MPEXIE BCErO

B AHTJIOSI3BIYHOM JIUTEPATYypE, OT TEPMHUHA «IKCTPATUPAMHUIHBIE PACCTPONCTBA» B
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MOJb3y UYHUCTO (PEHOMEHOJOTHYeCKOoro TepMuHa «movement disorders»
(«paccTpoiicTBa IBHKCHUI ).

OKcTpanupaMuHas CcHCTeMa — crapedmuid B (QUIOTEHETHYECKOM
OTHOILLIEHUH MOTOPHO-TOHMYECKH ammapar. OHa COCTOMT M3 MHOTOYMCIEHHBIX
KJIETOYHBIX O0Opa30BaHWM, pPAaCIOJIOKCHHBIX BO BCEX OTAENaX IEHTPATBLHON
HEPBHOW CHUCTEMBl C HaWOOJIbIICH KOHIICHTPAIMEH KIIETOYHBIX DJIEMEHTOB B
MOJIKOPKOBBIX Y3J1aX OOJBIIMX MOJYIIApPUA U CTBOJIE TOJIOBHOT'O MO3Ta.

OCHOBHBIMU  O0pa30BaHUSMH OKCTPATUPAMHUIHON CHUCTEMBI  SIBJISIFOTCS
MOJKOPKOBBIE WM Oa3zayibHbie y37bl. OHU pacrnojiaralorcs B O€JIOM BEIIECTBE
noJtyapuid 60Jboro mo3ra. K moJIkopkoBbIM y371aM OTHOCSITCS:

1. XBocrogsie sapo (nhucleus cauelatus)

2. Ueuesnunoe sapo (nucleus lenticularis)

3. Munmanesuanoe sapo (nucleus amygdalaris)

4. Orpapa (clastrum)

5. Kpacnoe sapo (nucleus ruber)

6. Uepnas cyOctanius (substantia nigra)

7. Cy6ranamuueckoe siapo (nucleus subthalamica)

['maBHeWmMMH 0Opa30BaHUAMH SKCTPAMUPAMUTHON CHUCTEMBI SIBISIOTCA
OazalibHbIC  Y3JIbI, WM TaHIJIUM, BKJIOYAIOUIME  XBOCTATO€  SIpO U
YeueBHUIICOOPA3HOE SIIPO, COCTOAIIEE M3 CKOPIYNbl U OJIeMHOTO Mmiapa. TepMuH
«0a3zajgpHbIE TAHTJIMMY O3HAYAET, YTO ITH TaHIJIMM JIeKAT Y OCHOBAaHUS OOJIBIIIUX
MOJTyIIapUid, MEXAY JOOHBIMU JOJISIMU U TPOMEKYTOUHBIM MO3TOM.

XBocTaroe Sapo uMeeT PopMy JAyTH, KOTOPOE OKPYKAET 3PUTEIbHBIN Oyrop
M 4YeueBUYHOE spo. B XBocTaToMm siipe pasiuyaroT MEpPEeHIO PaCIIupPEeHHYIO
yacTh — TOJNIOBKY (caput nuclei caudati). T'omoBka xBocTaToro siapa HMeEET
OTHOIIIEHHE K MEpeIHeMYy pOry OOKOBOTO JKelyJKa M 00pa3yeT ero HUKHee-
HapyXHYI0 cTeHKy. K3aau rojgoBku XBOCTATOrO sipa MOCTEIIEHHO UCTOHYACTCS U
MEePEXOAUT B TEJI0, KOTOPOE HAXOAUTCS B IICHTPATBLHOM YacTH OOKOBOTO JKEITy10UKa.
Jlanee c3aau ¥ KHU3Y XBOCTAaToe€ SApO emle Oosee MCTOHYaeTcsi, o0pa3ysi XBOCT

XBOCTATOro gapa, KOTOpBIﬁ 3aru0aeTcs BHU3 U BXOAHUT B COCTaB BerHeI;'I CTCHKHU
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HUKHEro pora OOKOBOTO KeIyJouka. XBOCTAaTO€ SIAPO OT 3PHUTENIbHOro Oyrpa

OTJeINsAeTCS KopruuHOU nojiockoit (stria ferniehalis).

Puc. 1. Xeocmamoe s10po (ucm. Duke Neurosciences)

Genu corporis callosi

Caput nuclei caudati

Ventriculus lateralis crus anterius

. ,ﬁ* genu Capsula interna
Septum pellucidum —_
crus posterior,

Columna fornicis
putamen Nucleus

globus pallidum} lentiformis
Insula
Ventriculus tertius

Interthalamic
adhesion

Capsula externa

Thalamus Claustrum

Capsula interna
(pars retrolenticularis)

Crus fornicis

Plexus choroideus

e ’ Cauda nuclei caudati
ventriculi lateralis

\
e b ¥ Hippocampus et fimbria

Splenium c6 rporis\

callosi Cornu occipitale

ventriculus lateralis
Habenula

Corpus pineale

Puc.2. bazanvusie canenuu, 6uo ceepxy (ucm. Netter F.H. Atlas of Neuroanatomy and Neurophysiology, 2002)
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UeueBnunoe siapo (nuclei lenticularis) wuMeeT TpeyrojibHYH WM
nupaMuHyo ¢opmy. OCHOBAaHHE 3TOTO SApa MOBEPHYTO KHApPYyKH, a BEpILIMHA
oOpailieHa BHYTPb U BHHU3.

MakpocKkonu4eckd Jlak€ Ha HEOKpAIICHHBIX Ipernaparax MOXHO
OOHApYXUTh HEOJHOPOJHOCTH CTPOCHHS dYeueBMYHOTO siapa. Hapyknas yacThb
ATOTO si/Ipa WK TaK Ha3bIBa€MbIil HapyKHBIN WICHUK UMEET O0JIee TEMHYIO OKPacKy
U HOCHUT Ha3BaHME CKOpiynsl (putamen) dyedeBHyHOro sjapa. Ckopiyna ot
OCTaJbHON YaCTH YEUEBUYHOTO SIApa OTAENSETCS MPOCIOWKON OelIoro BEIIeCTBa.
OcTtanpHass WIM BHYTPEHHSISI 4YacTb YEUEBUYHOTO SApa OT HapyXKHOH 4YacTH
oTan4daercs 6osiee O6JIETHO OKPAIIEHHOCTHIO U [TO3TOMY HOCUT Ha3BaHUE OJIETHOTO
mrapa (globus pallidus).

bnennblii map B CBOIO O4epedb JEIUTCS Ha JBa YJICHHKAa — HapY>KHBIA U
BHYTPECHHHU. DBiI€qHBIN IAap COCTOMT M3 KPYIHBIX KIIETOK, PACIOJOKEHHBIX B
METJIAX, KOTOpbIe 00pa30BaHbl MUEITMHOBBIMHU BOJIOKHAMH, HAXOAAIIUMUCS 371€Ch B
00JIBIIOM KOJIMYECTBE U O0YCIIOBIMBAIOIIMMHU €r0 «OJIETHOCThY.

['mcronornueckn B CKOpJAyINE TMOJOCATOTO Tela MHUKPOCKOTHYECKU
BCTpEUaroTCs OOJIbLIOE KOJUYECTBO MEJIKUX: MYJIBTUIOJSPHBIX, TPEYTOJIbHBIX
KJIETOK ¥ OYEHb MaJI0 MHUEIMHOBBIX BOJIOKOH, KOTOPHIE WAYT WU30JMPOBAHHBIMHU
nydykamd. B oTimume oT mosiocatoro tena ONEIHBIA IMIap OTIMYaeTCsl HaJMdueM
0O0JBILIOTO YHUCIIa MSKOTHBIX BOJOKOH, YeM KJIETOK. Bce kietku OnenHoro miapa
KPYTHBIE U UMEIOT OYeHb JJIMHHBIE aKCOHBI U JEHAPUTHL. B OTIMYHMH OT KJIETOK
[0JIOCATOTO TeNa, KIETKU OJeIHOro IIapa cojAep)KaT OoJIbIIOE KOJUYECTBO
TUTPOUIHOTO BEIIECTBA.

CxomcTtBo  (Quiio- ©  OHTOTCHE3a, THUCTOJOTHYECKOTO CTPOCHHUS U
OMOXMMHMYECKOTO COCTaBa, a TakXKe OMpejesieHHass OOLIHOCTh (PYHKLIMM CiyKaT
OCHOBaHUEM I OOBEIMHEHUSI CKOPJIYIBI M XBOCTATOTO SIpa B TOJIOCATOE TEJO
(corpus striatum seu neostriatum), WM CTpUapHylO cuctemy. McuepueHHOCTD
MI0JIOCATOTO Teja 00yCIIOBJIeHA HAIMYUEM YepeIOBaHMs B HEM y4aCTKOB CEpOTo U

Oenoro BemecTBa. CTpuapHON CHCTEME HPOTHBOINOCTABISIETCA NaJUIUAAPHAs
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cUCTeMa, KOTOpast U3BECTHA M Kak paleostriatum, Tak Kak siByisieTcsa Oosee ApeBHEM
B (PMIIOTEHETUYECKOM OTHOILIEHUH U paHbllie POPMUPYETCS B IIPOLIECCE OHTOTCHE3A.

MunnanesugHoe sapo (nucleus amygdalae) nexuT B TIyOuMHE TEpPEIHETO
OTZ€eJIa TUNIOKAMIIOBOW WM3BWIMHBL. MHUHAANEBUIHOE SIAPO COCTOUT U3 S5 sIEp,
xopoio nuddepeHIMpoBaHHBIX APYr K IPYroM OT Jpyra M OTJIMYAIOUIUXCS
LIATOJOTUYECKH U HUTOAPXUTEKTOHUYECKH.

Orpana (claustrum) pacnonaraeTcsi KHapy>Kd OT YEUEBHUYHOIO Spa,
NpPEACTaBIsAsl COOOM Y3KyHO IUIACTUHKY CEpOr0 BEIIECTBA, OTAEISAIOIIYIOCS OT
OCTPOBKA KpalHEH, a OT YEUEBUYHOTI'O siipa HAPYKHOU CYMKOM.

CTpyKTypbl CTpUONAJUIMJIAPHON CHCTEMBI MMEIOT CBA3M MEXAY COOOM, a
Takke addepeHtHble U dPQepeHTHbIE CBSI3U C  JPYTUMHU  OTIEIAMH
HKCTPANUPAMHUIHON CUCTEMBI, B YaCTHOCTH C YEpHOH cyOcTaHIuell, KpacHBbIM
SAIPOM, PETUKYJSPHON (opMalneii, MO3KEYKOM, a TaKXKe C KOpOH OOJbIINX
noyiymapuid U nepupepuuecKkuMu MOTOHEMpOHAMHU CTBOJIA M CIIMHHOIO MO3ra.
UYepes mnepeaHioro crailky Mosra (komuccypy MeliHepTa) OCYIIECTBISETCS
B3aUMOJICHCTBUE MOJAKOPKOBBIX y3JIOB ITPABOTr0 U JIEBOTO NoJTylapuil. TecHast CBS3b
CTPUONAJUIMJAPHON CHUCTEMBI C SAJpaMHM TUIOTAIAMHUYECKOrO OTAENIa MO3ra
ONPENEIISAET €€ POJIb B MEXaHU3MAX AYMOLMOHAIBHBIX PEAKIUN.

AddepeHTHble TyTH U3 XBOCTATOrO SJipa U W3 CKOPJYIMbI, COCTABIIAIOIINE
I10JIOCATOE TEJNO, HAIPABILAIOTCA K JaTEepaJIbHOMY U MEIUAIbHOMY CErMEHTaM
OJieqHOro 1mIapa, pa3JejeHHbIM TOHKOM MenyJUIIpHOM miactuHkoi. Kpome Toro,
[10JIOCATOE TEJI0 UMEET MPsMbIE U 00paTHBIE CBSA3H C YEPHOH cyOcTaHIuel, KoTopas
o0ecreunBaeTcs COOTBETCTBEHHO AKCOHAMU CTPUOHUTPATIBHBIX U HUTPOCTPUAPHBIX
HEMpOHOB. HwurpoctpuapHeie HEWPOHBI  ABJIAKOTCA  JONAMUHEPTUYECKUMU,
TOPMO3AUIMMH  (DYHKLIHIO  CTPHUAPHBIX  XOJMHEPTUYECKUX  HEHPOHOB U
YMEHBIIAIOIMMU TakuM O0Opa3oM HUX TOPMO3HOE BIMSHHE HA CTPYKTYpPHI
nammuayma. 'AMKeprudeckne cTpuOHHATpaibHbIE HEUPOHBI TOPMO3ST AKTUBHOCTD
KJIETOK dYepHoi cyOcrtaniuu. OHM OKa3bIBAalOT TOPMO3HOE JCHCTBHE KaK Ha

no(paMUHEPTUUECKHE HUTPOCTPUAPHBIE HEUPOHBI, TaK M Ha HUTPOCHUHAIbHBIC
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HEHUPOHbI, aKCOHbI KOTOPBIX HAIpPABISAIOTCS K raMMa-MOTOHEHMpOHAM CIHUHHOIO
MO3ra, peryJupyst TakuM o00pa3oM TOHYC MONEPEUHONOIOCATHIX MBIIIIL.

OKCTpanupaMHJIHasi CHUCTEMA, B KOTOPOH MOAKOPKOBBIE Y3Jbl HIPAIOT
BEIYIIYIO POJib, IPUHUMAET YYAaCTUE BMECTE C MUPAMUIHON CUCTEMOU B CI0KHOM
JIBUTaTEIbHOM akTe. Bce ClIoKHBbIE CHHEpPrHH, BXOISAIIME B COCTaB KaXJI0ro
JIBUTATEIBHOTO aKTa, OCYIIECTBISIOTCS IMPU OMOILIHY MOJKOPKOBBIX y3110B. [log ux
KOHTPOJIEM HaXOJUTCS YCTaHOBKa, (hukcaiusi Bcero nepudepruveckoro ammapara
JUTSL BCSAIKOTO IBUKEHHUA. VX yyacTueM JOCTUraeTcs IIIaBHOCTh IBHXKCHHIM.

[MannmupapHas cuctema y pbel0 U CTpUONAUIMJApHAs y MTHUIL SBISAIOTCA
BBICIIMMHM  JBUTATEJIIBHBIMA  LIEHTPAMHM, OINPEACISIIOIMMU  IIOBEICHHE JTHUX
opranu3MoB. CTpHonauIMJapHble  anmaparbl  oOecneunBaroT U Py3HbIE
JBUKEHMSI TEJIa, COTJIACOBAHHYIO paObOTy BCEH CKEJIETHON MYCKYJIaTyphl B IPOIiecce
NEepeIBIKEHUS], MUIaBaHMs, MOJeTa W Jp. Y BBICIIUMX JKUBOTHBIX M YEJIOBEKa
notpedoBaiack OoJiee ToHKas TuddepeHupoBKa paboThl IBUTATEIIbHBIX IIEHTPOB.
B npouiecce sBomonMKY BO3HUKIIA TUpaMUIHAasl CUCTEMa, KOTOpas MOAYMHUIA cee
CTPUONAJUIUJIAPHYIO CUCTEMY.

B oHTOreHese y uyenoBeKka MHENMHM3ALMsA CTPUAPHBIX ITPOBOJHUKOB
3aKaHYMBAETCS K 5-My MecCsIy KU3HM (paHblIe TUPAMHUIHON CUCTEMBI), TO3ITOMY B
NepBble MECALbl KU3HU PEOCHKA JIaTepalIbHbI M MEIUaIbHBIA OJIEHBIE IIapbl
SBJIAFOTCSL BBICHIMM JBUTATEJIbHBIM LIEHTPOM. MOTOpHKA HOBOPOXKAEHHOTO HOCHUT
SBHBIC «MAJTUAAPHBIE)» YEPTHI: U3JIUIIECTBO, CBOETO pojAa WIEAPOCTh JABUKEHUM,
Ooraras MUMUKa ¢ yJbIOKol U ap. C BO3pacToM MHOTHE JIBUKEHUSI CTAHOBSATCS BCE
0onee TPUBBIYHBIMU, ABTOMATHU3WPOBAHHBIMH, SHEPTETHUECKH pPaCUETIMBBIMHU.
ConMaHOCTh W CTENEHHOCTh B3POCIBIX SIBIAIOTCS CBOEr0 pPOJa TOPKECTBOM
CTPUONAJUIMIAPHON CUCTEMBI HaJ| NTAJUTUAAPHOM.

[Ipu  oOyyeHMM  UEJCHANPABICHHBIM  JIBIDKCHUSIM  (BKJIOYas WU
npodeCCUOHANIBHBIC) MOXKHO BBIJICIUTH 2 ¢da3nl. Bo BpeMs nepBoii ¢aszbl (KOTOPYIO
YCIIOBHO 0003HAYaIOT KaK MaJUTMJIAPHYIO) JBUKEHUSI Ype3MEpHbIe, U3JIUIIHHUE 110
CWJIE U IJIUTENbHOCTU COKpallleHus MblIiil. Bropas dasza (mupamugHo-cTpuapHas)

3aKJIFOYaeTCsl B MOCTEIECHHOM ONITUMU3AlINN YIHPABJICHUA JIBUKCHHAMU. Onn
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CTAHOBSTCSl SHEPIeTUYECKU PAIMOHAIBHBIMU U MaKCUMAJIbHO 3(PHEKTUBHBIMH U
JIOBOJSITCSL 1O aBTOMAaTH3Ma.

[Tpou3B0oJILHO BBINOHSS J1000€ ACHCTBHE, YETOBEK HE 3ayMBIBAETCS O TOM,
KaKyl0 MBIy HaJ0 BKJIIOYUTH B HYKHBI MOMEHT, HE JEPKUT B CO3HATEIbHOU
naMATH pabodyI0 CXeMy IMOCJIEI0BATeILHOCTH ABUTATEIIBHOTO akTa. [IpuBBIYHBIC
JBYO>KCHUSI TTPOU3BOJIATCS HE3aMETHO JJIsi BHUMAaHUS, CMEHA OJHUX MBbIIIECYHBIX
COKpAIIICHUWA JIPYyTUMH aBTOMAaTHU3UPOBAHHA. ODTH JBUTATEJIbHBIE ABTOMATHU3MBbI
CIIOCOOCTBYIOT Ham0oJiee SKOHOMHOMY PAacXOJOBAaHUIO MBIIICYHOW HSHEPTUU B
MPOLIECCE BBIMOJIHECHUSA JBWXCHUW. HOBBIM, HE3HAKOMBIM JBUTATEIIbHBIA aKT
AHEPTETUYECKU BCerja Oonee PacTOUYHUTEIICH, yeM MIPUBBIYHBIM,
aBTOMATHU3MPOBAHHBIN. COBEPIIEHCTBOBAHUE KAYECTBEHHON CTOPOHBI ABUKCHUSA C
MEepeBOJIOM KX Ha aBTOMATHU3UPOBAHHBIM Hanboiee HKOHOMUYHBIH PEXKUM
obOecrieunBaeTCsl EATEIbHOCTHIO AKCTPANMUPAMUIHON CUCTEMBI U B OCHOBHOM €€
0a3zabHBIMH TaHTJIUSIMU.

Takum o6pazom DJIIC — o910 cnoxnHas addepeHTHO-3dPepeHTHas
CaMOpPETyJIUPYIOIIAsCA CHUCTEMA, B KOTOPOM CEHCOMOTOPHBIE HWMITYJIbCHI
MUPKYJIUPYIOT MO 3aMKHYTBIM OPOUTaM C pa3HBIMH YPOBHSIMH IEepeKIIFOUeHUs. PoIib
OIIC B opranuszMe 4enoBeKa OYeHb BEJIMKA, OHA 00E€CTICUNBACT:

1) crnoxHble aBTOMaTU3WPOBAHHBIC NBUXKEHUS (Xoab0Oa, Oer, IUiaBaHuUe,
MOJI3aHUE U JIp.);

2) noaaepKaHue MBIIIIEYHOTO TOHYCA;

3) nmoazepKaHUE MBIIIEYHOTO TOHYCA MPU JBUKEHUSX;

4) mopnepKaHWE CETMEHTApHOIro arrmapara B COCTOSSHUM TOTOBHOCTH K
JICCTBUIO;

5) ydactue B ctapT-pediekcax ¥ MUMHUYECKUX BBIPA3UTEIBHBIX JBUKCHUSX.

OTKpBITUIO  (PYHKIIMOHAJILHOTO 3HAYEHUSI SKCTpanupaMUIHONW CHUCTEMBI
CIIOCOOCTBOBAJIN KJIMHUYECKUE U 0COOCHHO KIMHUKO-aHATOMUYECKHE HAOII0ICHNUS,
OHHM BBISIBWIN Takue (POPMbI HApYIICHUS ABUKEHUS, KOTOPHIC HEJIB351 OOBSICHUTH HU
MIOpPaXCHUEM IIUPAMUIHON CUCTEMBI, HU PACCTPOUCTBOM KOOPAUHALIMYU JBUKCHUMN.

Bbe110 onmcaHo MHOTO CHHAPOMOB Takoro poja. [Ipu ogHOM M3 HEX o0pamiarT Ha
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ceOss BHUMaHUE 3aMEIJICHHOCTh M OETHOCTH JABM)KCHMI, 00Ias CKOBAaHHOCTH,
OTCYTCTBHE COJAPY>KECTBCHHBIX IBIKCHHUH pykamu mpHu xoapOe. Takas kapTuHa
MOJTyYrJIa Ha3BaHUE TUIIOKWHE3a (OT Tped. hypo - moHMKeHue, HeTOCTATOYHOCTH;
Kinesis - naBwxkenue). Ilpum gpyrom Tume 3a0ojieBaHHUS  pPa3BUBACTCS
IPOTUBOMOJIOXKHOE cocTosiHue. I[Ipu ocMoTpe O0abHOrO OpocaroTcsi B Trjasza
aBTOMATHYECKHNE HACUILCTBEHHBIC NBIDKEHUA. VX Ha3bIBAIOT THUIEPKHUHE30M (OT
rped. hyper - upe3amepHoe noBeIlIeHUE U Kinesis - nBwkeHue). Y mpu rumno- u npu
TUNIEPKWHE3aX  HACTYMaeT pPacCTPOHMCTBO  MBIIMIEYHOTO TOHYCa, 3aMETHO
OTIIMYAroeecss OT HAOJII0JaeMOT0 MPU MOPAKEHUH MUPAMUIHOM CUCTEMBI WM

nepudepuiecKoro MOTOHEHpoHa.
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I'JIABA 2. BOITPOCHI KITACCUOUKALIUHN
3KCTPAIIUPAMUJIHBIX PACCTPOUCTB.

B nureparype, K COXaJleHUIO, HE CYIIECTBYET OOIICTIPUHSITON, €IUHOU
KJIaccupuKanuu 3a00JeBaHUl dKCTpanupaMugHOW cucTeMbl. [IpeanpuHsATHI
MHOTHE TIOTIBITKH CO3AaTh KJIacCU(PHUKAIIMIO, HO K €IMHOMY MHEHHUIO UCCIIEI0BATENN
HE MPUILUIH.

W3BecTHBI MOMBITKU CBSA3aTh SKCTPAMUPAMUJIHBIE PACCTPOMCTBA C aHATOMO-
(GU3HONOTUYECKUMH M TOMMYECKUMHU  OCOOEHHOCTsIMH. Ho  CIOXHOCTB
MaTOr€HETUYECKUX MEXAaHU3MOB, 3aTParuBalOIIMX pPa3JIMYHbIE TOMHYECKHUE
CTPYKTYpBI TIpU OJTHOM 3aboJjeBaHuu, npensrcrByer sromy. Tak, JI. C. Ilerenun
npemjiaran  KjiacCU(UUUPOBaTh THUIEPKUHE3bl B 3aBUCUMOCTH OT YpPOBHSA
NOPAKEHUS:

1) runepkuHe3bl CTBOJIOBOIO YPOBHSI (HAIpUMeEp, BCE BUIbI OPTaHUYECKOTO
TpeMopa);

2) TUINEpPKUHE3bl TPU TMOPAKEHUU TMOJAKOPKOBBIX CTPYKTYp (AMCTOHUA,
XOpe0aTeTo’);

3) runepKuHe3bl KOPKOBO-TIOJKOPKOBBIX CTPYKTYP (MUOKJIOHHH).

J. Baumann (1963) mnpemmaran CIEQyrONIyI0 TOMUKO-KIMHHUYECKYIO
kinaccuukanuio: 1) mameoctpuapHsii  cuHiapom  (6osie3Hbp  IlapkuHcoHa,
MapKMHCOHOBCKHM CHHIpOM, OoJie3nb [amnepBopnena-lllnarma, 3cceHIInanbHBIN
TpeMop); 2) HEOCTpUAPHBIN CUHAPOM (0o0Jie3Hb [ eHTUHTTOHA, XOpest, AUCTOHUN); 3)
OJINBOPYOpOLIEpeOCIUISIPHBIN  CUHAPOM (pasiuuHble (OpPMBI MHUOKJIOHUM). ITH
KJaccu(UKay B 4YEM-TO TEPECEKAroTCs, HO MPUMEHUTh UX K TPAKTUYECKON
HEBPOJIOTMH JIOCTATOYHO CJIOKHO.

Knaccudukanusa  sKCTpanuMpamMHIHBIX  PACCTPOMCTB  BKJIIOYAET  Kak
OKCTpanmupaMuJHbIe CUHAPOMBI, TaK W OJKCTpamupaMuiHbie 3aboneBanus. K
MOCJEAHUM OTHOCAT OOJIe3HH, KOTOphI€ H30UpATEbHO TMMOpa)XalrT Oa3albHbIC

TaHTJIMA U IPCUMYIICCTBCHHO IIPOABIIAIOTCA SKCTPpAITUpaAMUIAHBIMHA CHUHIPOMAaMU.
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[TockonbKy pacrmo3HaBaHUE SKCTPANUPAMUIHOTO CHUHAPOMA  SIBIISETCS
OTNIPAaBHOM  TOYKOM  JAMArHOCTUKH,  KiacCU(UKAIMS  SKCTpalMpaMUIHBIX
pPacCTpOMCTB MOXKET OBITh NOCTPOEHA TOJIBKO HA CUHAPOMHOM MOJIXO/IE.

B cBf3M C HEAOCTAaTOYHOCTHIO HAIIMX 3HAHUW O TaTOreHese
AKCTpAMpPaMUAHBIX CUHAPOMOB, MX CHUCTEMATH3AlMsl OCHOBBIBAETCS TIJIABHBIM
o0pa3oM Ha MX (PEHOMEHOJIOTUU. DKCTpanvpaMUAHbIE CHHAPOMBI MPEXKJIE BCETO
MOJIPA3/ICTSAIOT Ha TUITIOKUHETUYECKHE, BhIpaXaloluecss B 0ClIabIeHUN JBUKEHUN
(mMapKUHCOHU3M, W30JIMPOBaHHAS AKUHE3UA 0e3 PUTHUIHOCTH), 151
TUIEPKUHETUYECKUE (TUIIEPKUHESBI).

OKCTpanupaMuIHbIe TUIEPKUHE3bl - HEMPOU3BOJIbHBIE (HACUIHCTBEHHBIC)
U30BITOYHBIE JBWKEHHUS, OOYCIIOBJIEHHbIE MOpPaXEHUEM Oa3albHbIX TAHIJIUEB WU
CBS3aHHBIX C HUMH CTPYKTYpP, YCIOBHO OOBEIUHSEMBIX B HKCTpPANUPaAMHUIHYIO
cucteMy. TepMUH «IUCKHHE3US» MOTEHUHATBHO MPUMEHUM K JIIOOOMY THUITY
pPacCTpOMCTBA IBHXKEHHUSI, KAK TUIIEP-, TAK U TUITIOKUHETUYECKOMY, HO Ha IIPAKTUKE
B IIOCIEAHHME TOAbl €ro OOBIYHO HCHOJB3YIOT JHMIIb s 0003HAuYEHHUS
TUIEPKUHE30B, OCOOEHHO MpU TEX COCTOSHUSX, KOTOPHIE MOTYT MPOSIBISATHCS
HECKOJBKUMH BapHaHTaMHU THIEPKUHE30B WU UX KOMOMHAIMEH (Hampumep, mpu
NAapOKCU3MAJIBHBIX ~JAUCKUHE3USIX, TO3AHEH JUCKUHE3UH WIJIM JAUCKUHE3USX,
CBSI3aHHBIX C MIPUEMOM JIEBOOIBI), OCOOEHHO €CJIM UJICHTU(UKAIMS KOHKPETHOTO
TUIEPKUHE3A 3aTPyAHEHA.

Ilo xapakTepy BO3HUKHOBEHUSI TMIIEPKUHE3bI MOTYT ObITh:

v/ CIIOHTaHHBIMM  (HampuMep, Xopes, Oaiu3M, HEKOTOPHIE  BHUJIBI
MUOKJIOHUH );

v/ akuuoHHBIMH (OT JIaT. acti0 - JelCTBHE), WM KHHE3UOI'€HHBIMHU,
MPOBOLUPYOIIUMHUCS MPOU3BOIBHBIMU ABUKEHUSIMU (HATpUMeEpP, HEKOTOPHIE BUBI
NAapOKCU3MAJIbHBIX JUCKUHE3UHM, KHHETUYECKUNA TpEeMOp, TUCTOHMS); B KayeCTBE
OTJIEIBHOTO BapuaHTa KUHE3UTCHHBIX TUIEPKUHE30B BBIICIISIOTCS
KUHEe3nocnenupuieckue TUunepKuHe3bl, BOZHUKAIOIINE TOJIbKO MPHU BBIMOJIHEHUN
ONpENENCHHBIX JBWKEHUW, Hampumep, MpU NUcbMe (MUCYUM cha3M, MUCYUHN

TPEMOP) WIH MPU UTPE HA MY3bIKAIBHBIX HHCTPYMEHTAX (CIa3M MY3bIKAaHTOB);
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v’ pedIeKTOPHBIMH, MPOBOLMPYIOIIHECS  BHEIIHUMH  Pa3ApaKUTESIMU
(Hammpumep, pedIeKTopHass MHOKIOHHS );

OtnenpHyto rpynmy oOpa3yloT TaK Ha3bIBa€MbIE «IIOJIYIIPOU3BOJILHBIC)
(«TICEeBIONPOU3BOJIBHBIE», WM BBIHYKICHHBIE) TMIIEPKUHE3bI, MPEACTABISIOLINE
coboii Oonee WM MEHEe aBTOMATHU3MPOBAHHBIC JABIKEHHSA, KOTOpHIC BHEIIHE
COBEPILIAIOTCS MO BOJIE OONBHOTO, HO B CHJIY HENPEOJOJMMON HMIIEPAaTUBHON
BHYTPEHHEH NOTPEOHOCTH (HEKOTOpBbIE BHUJbI THKOB, AKaTH3Us, CTEPEOTHIINH,
CUHAPOM OECIIOKOMHBIX HOT). YCHJIIMEM BOJHM OHU MOILYT OBITb BPEMEHHO
3aJiep’KaHbl, HO OOBIYHO LIEHOW HEYMOJMMO HapacTalollero BHYTPEHHETO
HaIlpSDKEHUS,, B KOHEYHOM  MTOIE  «IPOPBIBAIOLIEIOCS»  TMIEPKUHE30M.
Henpou3BonbHOCTh THNEPKUHE3a B 3TUX CIydyasx pealu3yeTcss HE Ha YpOBHE
camMoro JBWKEHHUS, a Ha YPOBHE MOOYXACHMUS K IBUKCHUIO — B pe3yibTare
nuc(yHKIMH 00Jiee BBICOKOTO YPOBHS B CHCTEME OPTaHU3alUU ABUKEHUN.

Ilo nABUraTe/lbHOMY PHCYHKY I'MIIEPKMHE3bI MOT'YT ObITH pa3JejieHbl Ha:

v PDHTMHYECKHE, BbI3bIBAEMbIE IIEPUOANICCKUM AJBTCPHUPYIOIIUM  HITH
CUHXPOHHBIM COKpAIllCHHUEM MBIII-arOHUCTOB M AHTaroHUCTOB (IpOXKaHUE,
MUOPUTMHS ),

v IPEHMYIIECTBEHHO TOHUYECKHUE (MensieHHBbIe), BbI3bIBAEMbIE
OJIHOBPEMEHHBIM COKPAILIEHUEM MBI ArOHUCTOB M AHTATOHUCTOB (IMCTOHMS,
aTeTo3),

v IPEUMYIIECTBEHHO KIIOHWYECKHEe (OBICTphle , MOOWJIBbHBIC, (DasHUecKue),
BKJIFOYAIOIINE KaK OTHOCUTEIBHO MPOCTHIE JBM)KECHMS, BBI3BAHHBIE COKPALIEHUEM
OJTHOM W3 MBI WIA €€ 4acTH (MHOKJIOHWH), TaK M JOBOJBHO CJIOKHBIE IIO
OpraHu3allid JIBJKEHMS, CTPYKTYPHO MNPUONIDKAIOMIMECS K HOPMaJIbHOMY
JBUTATEIIBHOMY aKTy (XOpesl, TUKH) .

Ilo BpeMeHHBIM XapaKTEPUCTHMKAM TUIIEPKUHE3bl MOAPA3ACIAIOTCS Ha
MOCTOSIHHBbIE M MapoKcu3MaibHble. K MOCHeaHMM OTHOCST THUKH, MHOKJIOHUH,
TUIIEPIKIUIEKCHIO, a TakXke OcoOyl TpYIIy TUIEPKUHE30B, Ha3bIBAEMBbIX

MNapOKCU3MaJIbHbIMU JUCKUHC3USAMMU.

17



Ilo pacnpocTpaHeHHOCTM THUIEPKUHE3bI MOTYT OBITH pa3lelieHbl Ha
reHepaiu30BaHHbIC, CETMEHTapHble, (QoKadbHble U MyJbTHGOKaIbHBIE. B
HEKOTOPBIX CIIy4asX THIEPKUHE3bl OTHOCUTEIBHO W30MPATEIbHO BOBJIEKAIOT
JUCTaNbHBIE OTHEIbl KOHEYHOCTEH JIMOO TMPOKCUMAJIBHYI0O U aKCHAJIBHYIO
MYCKYJaTypy, 4TO BO3MOXHO OJ1aro/1apsi OTHOCUTEIbHON HE3aBUCUMOCTH KOHTYPOB
pEryIsiuuu ABMKEHUI B 3THX OT/AENaX.

B psine ciydaeB uaeHTHUGUKALMS SKCTPATUPAMUIHOTO CHHIPOMA 3aTpyIHEHA
B CWIy €ro aTUIAYHOTO TMpOSBIEHUS WM COYETAaHUS  HECKOJbKHX
HKCTPANUPAMHUIHBIX CUHAPOMOB. MHorma ormeuaercss TpaHcpopMmaius OJHOIO
TUIIEpKUHE3a B IPYroil (Hampumep, aTeTo3 y O0JIBHOIO C JETCKUM LiepeOpaibHbIM
NapajivioM MOXKET CO BPEMEHEM TpPaHCPOPMUPOBATHCA B JUCTOHUYECKUUI
TUIIEPKUHES).

DKCTpanupaMUIHbIE CUHAPOMBI MOTYT OBITh BbI3BaHbI PAKTUYECKHU JTHOOBIM
3a00JIeBaHUEM, [IOPaKaroLUM HHC (HelpoaereHepaTUBHBIMU,
1epeOpOBACKYISPHBIMU,  HEUPOMETA0OIMYECKUMH  OOJIE3HSIMM,  OIYXOJISIMHU,
WHTOKCUKAIUSAMUA U T.J1.). YTOOBI OOJIErYUTh MOUCK HO30JOTMYECKOIro JHarfHosa
[rox B.H. (1998) npennaraer cucTeMHBIN MOIX0J, KOTOPBIA MpeaycMaTpruBaeT
BBIJICJICHHE TpeX Trpynn 3a00J€BaHU MPU  KAKIOM U3  OCHOBHBIX
AKCTpANUpPaMUIHBIX CUHAPOMOB:

1) IlepBuunbie Gopmbl, TP KOTOPBHIX MAHHBIA THI IKCTPATUPAMHIHOTO
paccTpoicTBa SIBISETCA E€AUHCTBEHHBIM WJIM JIOMUHHUPYIOIIMM B KIMHUYECKOU
KapTHUHE U MO CYTH NPEACTaBiIsIeT co0oil camocTosiTenbHOE 3a0oneBaHue. B oty
Ipyniy BXOASAT 3a00jieBaHMs MPEUMYIIECTBEHHO JAETEHEPAaTUBHOTO XapakTepa,
u30UpaTeNbHO  MOPAXKAIOIIME  ONpENEJCHHbIE  TPYINIbl  HEMPOHOB B
DKCTPAIUPAMUIHON CUCTEME.

2)  Bropuunble  (cumnTomaruyeckue) — (GOpMbl,  OpU  KOTOPBIX
DKCTpanupamMuJHble CHHJIPOMBI  BBI3BaHbl HE MEPBUYHBIM  MOpPAKEHUEM
HKCTPANUPAMHUIHON CUCTEMBI, a SIBJISIOTCS OCIOKHEHUEM JIPYTOoro NpruoOPETEHHOTO
3a00J1eBaHUSl U3BECTHOM ATHOJIOTHU. B HEKOTOPBIX Clydasx 3KCTpanupaMuIHbINA

CUHAPOM JOMUHHPYCT B KJIMHUYECKOM KapTHUHC, HO YaCTO COYCTACTCA U C IPYTUMU
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HEBPOJIOTUYECKUMH, HEUPOICUXOJIIOTUIECKUMU WIn COMaTUYECKUMU
paccTpoKCTBaMH.

3) MynbTHUCcHCTEMHBIE IeTEHEPATUBHBIE M HACIEICTBEHHBIC METa0OINYECKUE
3aboneBanust [IHC. B ornuume ot mepBUYHBIX (QOpM, MpU 3TUX 3a00JEBaAHUAX
MOMHUMO 3KCTpanupaMUIHOM CUMIITOMATUKH, KaK TPABUIIO, BHIABIISIIOTCS IPU3HAKH,
CBsI3aHHbIC C TOpakeHueM apyrux cucrteM [{HC, Hanmpumep nupamMuiHbIi CHHAPOM,
MO3KEUKOBasl aTAKCHsI, BET€TAaTUBHAS HEJOCTATOYHOCTb.

HakoHel, B Ka)JJ0M ciIy4dae THIIEpPKHHE3A CIIETYET MOAYMATh U O TOM, YTO OH
MOXET HMMETh IICUXOT€HHYI0 Npupoay. B mpouuioMm OOJBIIMHCTBO ClIy4yaeB
TUIIEPKUHE30B HEPEJIKO PACCMATPUBAIKCH KaK IICUXOTEHHBIE PACCTPOMCTBA. DTOMY
CIIOCOOCTBOBAIIN BapuadeIbHOCTh U JUHAMUYHOCTb POSBIICHUN
SKCTPANMUPAMUAHBIX THUIEPKUHE30B, HX 3aBUCUMOCTb OT JIBUKEHUMW, IIO3BI,
AMOIIMOHAJIBHOTO COCTOSIHUS MAlMEHTa, HEPEAKOE MPUCYTCTBUE Y MALMEHTOB C
NEePBUYHBIMU (POpMaMU THUNEPKUHE30B apPEKTUBHBIX paccTpoicTB. B HacTosee
BpEMsI OYEBUJHO, YTO MCUXOTECHHbIE TMIEPKUHE3bl BCTPEYAIOTCS PEAKO, HO TEM
0oJyiee BaXKHBIM MPEACTABISETCS UX CBOEBPEMEHHOE BBISIBIIEHUE, MO3BOJISIOIIEE
MIPOBOJIUTH IICJICHANPABICHHOE JICYCHHE U KaK MUHUMYM W30aBIISIOIIEe MalMeHTa
OT HEHY>KHOMW, 2 HHOT/Ia M OMACHOW JIJI1 HETO TEPAIUH.

Huxe Oonee moapoOHO pacCMOTPEHBbI MOAXO/bI K TUArHOCTUKE U JICUCHUIO

HanOoJIee YacTO BCTPEUAIOITUXCS OPM IKCTPATUPAMUIHBIX TUIIEPKUHE30B.
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§ 2.1. TPEMOP

Tpemop (apokaHue) - ABISETCS OJHUM U3 HanOOJIee YACThIX TUIIEPKUHE30B,
BO3HUKAIOIIUX M30JMPOBAHHO WJIM B KOMOMHAIUU C APYTUMU CUMIOTOMaMu TMpHU
Pa3IMYHBIX TOPAKEHUSIX HEPBHOU CHCTEMBI, a TAKXKE HEPEIKO COMPOBOKIAOIINIMA
HHAOKPUHHBIE, COMAaTUYECKHE 3a00JIeBaHUSI M Pa3jIMYHblE HMHTOKCHKAIIUU.
MexayHnaponHass Tpylma [0 HU3YYECHHUIO TpeMopa XapakKTepu3yeT €ro Kak
PUTMHYHOE HEMPOU3BOIBHOE OCIHUIUISITOPHOE JBUKEHHE, IO KpailHENH Mepe, OAHOM
byHKIIMOHATBHOW 007aCTH Tea.

Paznuuaror (U3HOTOTUYECKUIA u MaTOJIOTUYECKUI TpEMODP.
@U3HOJOTUYECKUN TPEMOP CYUIECTBYET Yy KaXKIOro 3JI0pPOBOro 4yenoBeka. Ero
aMIUTMTya TaKk Maja, 4YTO OH HE BHJICH HEBOOPY>KEHHBIM ria3oM. [[1s pyk yactora
dbusnonoruyeckoro Tpemopa coctaBiusier or 8 g0 12 T'm.  YcuneHHbIH
dbuznonornyeckuii TpeMop - (HU3MOIOTUYECKUN TpeMop C 0oyiee BBICOKOU
aMIUTUTYI0, HO COXPaHSIOMIHKA MPexHIOI0 JacToTy (8 - 12 I'r). Ero Mo>xHO BUIETH
HEBOOPYKEHHBIM TJIa30M M, OOBIYHO, BO3HUKAET MPHU PA3IUYHBIX COCTOSHUSX,
MPUBOJIAIINX K BO30OYXKIEHUIO TIepudepuueckux B-aapeHoperienTopoB (Hanpumep,
Mo ICVCTBUEM aIpCHAIINHA, BBIICIISIOUIErOCs IPHU CTPAXe WM BOJHEHHH, a TAKKE
MIpU IPUEME JIEKAPCTBEHHBIX CPEACTB - aTOHUCTOB 3TUX PELETITOPOB).

[Taronoruueckuidi TpeMop B OTIWYHME OT (PUBHOJIOTHYECKOTO BUICH
HEBOOPYKEHHBIM TJ1a30M M XapakTepu3yeTcs 00s1ee BBICOKOW aMIUIUTY 101, HU3KOM
YaCTOTOM M HAJIMYMEM MTPOBOIUPYIONIUX WIIM YCUIIUBAIOIIUX €r0 YCIOBHUH.

B Hos0pe 2017 r. skcnepramu IPMDS (The International Parkinson and
Movement Disorder Society), mnpemaioxeH HOBBIM MPHUHIUI KJIACCUPHUKAIMH
TPEMOpa, COIJIACHO KOTOPOM €ro THUIbl PAa3JEsAIOTCs HAa 2 HaNpaBJICHUsA, YTO
MO3BOJISIET COOMPATh BCIO KIMHUYECKH BAXKHYIO WH(GOPMAIMIO OT MAIMEHTOB C
TPEMOPOM.

IlepBoe HampaBjieHHE BKJIIOYAECT TaKWE KIMHUYECKUE XaPAKTEPUCTUKU KaK
BO3pACT Hayaja TPEMOpa, CEMENHbIN aHaMHE3, CBSI3b C MIPUEMOM IPENaApPaToB, MO

yactore. [lo rnokamMzanuu Tpemopa BBIACISAIOT (DOKAIbHBINA, CErMEHTapHbIH,
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reHEepalIn30BaHHbIl Tpemop. Ilo OTHOIIEHMIO K [BM)KEHUIO BBIIEISIOT JIBA
OCHOBHBIX THIIAa TPEMOpa: TPEMOP MOKOS U TPEMOpP AECUCTBUSA, WM aKIUOHHBIHI
Tpemop (0T JIaT. actio - AeCTBUE), BOSHUKAIOIINIA IPU MPOU3BOIBHOM COKpAIICHUN
Mmpi. Tpemop AeicTBHs B CBOIO OYEpPENb MOJAPA3ACIAIOT HAa NOCTYpPAJbHBIM,
KUHETUYECKUM, U30METPUUECKHM.

IlocTypanbHBI TPEMOP BO3HHUKAET NPU YACPKAHUU OIPEICICHHON I03bI

(HanpuMep, BBITSIHYTHIX PYK), YaCTO OH HE TOJIBKO COXPAHSIETCS, HO U yCUIIUBACTCS
IIPU IBH>KEHHH (ITOCTYpPaIbHO-KUHETUUECKUI, WIH CTATO-AMHAMUYECKUN TPEMOP).

Kunetnueckui TPEMOpP - APOKAHHNC, BO3HHUKAIOMICC IIpU JIBHKCHHH.

Pa3HOBUIHOCTAMM KHHETHYECKOIO TPEMOpa SBILSIIOTCA IPOCTONM KUHETHYECKUI
TPEMOP, BO3HUKAIOUIHI ITPH JIFOOOM, B TOM YHKCIIE HELIEJIEHANPABIEHHOM JIBUKEHUN
(Hampumep, NpU NPOHALMU-CYNHHALUKA WIA CTUOAHUH-pAa3TUOAHUU KUCTH) U
WHTCHIIMOHHBIA TpeMop (OT JnaT. intenti0 - HamepeHWe, Ieib), BO3HUKAIOIIHIA
TOJIBKO TP LIEJICHANIPaBJICHHOM JIBIDKEHMM M YCUJIMBAIOIIMWCI MO Mepe
OpuOIMKEHUsT K Ledau (HampuMmep, NpU  BBINOJHEHUU Majble-HOCOBOM WM
KOJICHHO-TIATOYHOM Tpo0).

HM3oMeTpruUecKui TPEMOD - APOKaHUC, BOZHUKAIOMICC IIPU U30MCTPHUICCKOM

MBIIIEYHOM COKpAILEHWU (HApUMep, MPU CKUMAHUM KUCTH B KyJaK WIH TMpHU

00XBaThIBAHUU U yJIePKAHUU KUCTHIO KAKOT'0-JIM0O MPEAMETA).

K ocobGeiM ¢dopmam Tpemopa OTHOCSTCS OPTOCTATUYECKHH TPEMop,
BO3HUKAIOIIMKA MPU MEPEXOAE B BEPTUKAIBHOE IMOJOKEHUE M CTOSHUH, & TAKKe
CECJICKTUBHBIN KHHETUYECKUM (KMHE3UOCTEIU(PUUECKU) TPEMOpP, BO3ZHUKAIOIIHIMA
TOJIBKO IIPU ONPEAETIEHHBIX JBUKEHUSIX, HAITPUMED, [IPU MUCHME - MUCUUN TPEMOP.

Btopoe nampasnenue kinaccu@uKalny BKIIOYAET dSTUOJIOTHYeCcKue (haKTOpHhI:
HACJICICTBEHHBIN, UUOMATHYECKUI WIIH TPUOOPETECHHBIM.

MexaHu3Mbl reHepalu TpeMopa.

[Taroduznonorust Tpemopa B CBOEH OCHOBE MOXKET ObITh CBEICHA K YEThIpEM
OCHOBHBIM MexaHu3MaM. [lepBbIil - Tak Ha3bIBa€MbId MEXAHUYECKHUU TpPEMOD,
MPEACTABIIAIONIUNA COOOM MNPOCThIE MEXaHMYECKHWE OCHWIISIUM KOHEYHOCTH C

HEKOTOPOW PE30HAHCHOW YaCTOTOM, 3aBUCSIIECH OT MACChl KOHEYHOCTH, CTEIECHU
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TOHUYECKOTO COKpAILIEHUS MBIIIL, KECTKOCTH CYCTaBOB W T.A. Brtopoin -
pedIeKTOpHbIA, T.e. TPEMOpP, BO3HUKAIOIIMK B pe3yJbTaTe OCHWUISAINN B
pedIIEKTOPHBIX AyTaxX, TPETUH CBsI3aH ¢ HAIMYHEM TaK Ha3bIBAEMOTO [IEHTPAJIHLHOTO
OCHWJUISITOpa (MHBIMHU CJIOBaMH, TPYMNIbl HEUPOHOB, SIBISIOMIEHCS HCTOYHHUKOM
OCHWUISIIIUKA B LEHTPAJIBHOM HEPBHOW CHUCTEME), YETBEPTHIM - JApOXKaHUE,
BO3ZHHKAIOIIEE B PE3YJbTaTe NUCHYHKIMH MO3KEUYKOBBIX MEXAHH3MOB KOHTPOJIS
nBkeHus. [lepBble 1Ba MexaHW3Ma TpeMopa OTHOCAT K NepudepuueckuM, IBa
JIPYTUX - K HEHTPAJIbHBIM.

OcCHOBHBIE THIIBI IATOJTOTHYECKOr0 TPEMOPa

Tpemop B KauecTBe BEAYLIErO0 CUMITOMA BXOIUT B CTPYKTYPY Pa3IMUYHBIX
HEBPOJIOTHYECKUX CHUHAPOMOB. XapakTep TpEeMOpa, €ro 4acrora, YCJIOBUS,
CHOCOOCTBYIOLIME AKTHUBU3ALMU WIH IOJABJICHUIO, BeCbMa BapHaOelIbHBI IpPU
pa3HbIX 3a00J€BaHUAX U CUHAPOMAX.

JCCEeHIIUAIbHBII TPEeMOP SBJISIETCS HaubOoJee YacThIM THUIIOM JPOKaHMS.
TepMHUH «3CCEHIMAIIBHBIA TPEMOP» HMEET ABOSIKOE 3HadeHue. lIpexne Bcero oH
NO/Ipa3yMeBaeT HACIIEICTBEHHOE 3a00JIeBaHIE, OCHOBHBIM MPOSBICHHEM KOTOPOTO
CILYKUT MOCTYPAJIBHOE APOKAHUE PA3IIMYHOMN JIOKAJIU3ALMH, Yalle - PYK.

OCCeHUMaNbHbId  TPEMOp  MOJPA3NENAeTCS  HA  CaMOCTOSITENIBHOE
HacJeICTBEHHOE 3a0oyieBaHUE - 3cceHIUanbHbld Tpemop (OT) u paznuuHble
UIUOMATHYECKHUE, «3CCEHLMAIBHBIE» POKATEIbHbIE T'MIEPKUHE3bl HESICHOTO
re’esa.

HacnenactBennwiii DT sBisieTcss MOJEIbHBIM 3a00JIEBaHUEM, TOCKOJIBKY
OOBIYHO TPOSIBISIETCS MOHOCHUMIITOMOM - MOCTYPaJIbHBIM JIPOYKaHUEM, Yalle pyK,
HO HEpEeAKO B KOMOMHAIlMM C TPEMOPOM TOJIOBBI U (WJIM) MHMHUYECKOM
MYCKYJIaTyphl, A3bIKa, I'y0, TOJIOCOBBIX CBS30K, HOT, TyJIOBUIIA, quadparmel. Yaie
BCET0 MOCTypalibHbIN TpeMop npu DT coderaercsi ¢ MHTEHIIMOHHBIM.

Breigensator tpu tuna OT.

Knaccuueckuii Tun MMPOABIACTCA MOHOCUMIITOMOM - JPOKAHHUCM.
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OKCTpanvMpaMUIHbIA THUN  OPOSIBISETCA COYETAHUEM IOCTYPaJIbHOTO
(MHTEHIIMOHHOT0) TpeMopa ¢ (HOKaJbHBIMU JIUCKUHE3USIMH (IIMCYUM CHAa3MOM,
CIIACTHYECKOM KpHUBOIIIee, OedapocnazMoM, OpOMaHINOYIIPHON TUCTOHUEH ).

Kunernueckuil TN XapakTepu3yeTcsl yBEIUYEHHON aMIUIMTYION TpeMopa 1
npeobiiajaHieM HHTEHIIMOHHOTO TPEMOopa Ha/l MOCTYPaIbHBIM.

YacroTa DT uarre Bcero cocrtapisieT 6 - 8 I'1;, HO MOKeT KojiebaTbest OT 4 10
10 'y B 3aBUCUMOCTH OT (POPMBI, JIIUTEIILHOCTH OOJIE3HU U BO3pacTa MallMeHTa.

bonee moapobHO BONMPOCH! TUArHOCTUKH, AU(GEepeHInaIbHOW TUarHOCTUKU
HaciencTBeHHOro O'T 0cTaHOBUMCS HUXKE.

ITapkuHconnuyeckuii Tpemop. Kitaccnuecknii BApuaHT NapKUHCOHUYECKOTO
TpeMopa NpeICTaBIIAECT COO0M TPEMOP MOKOSI, AMILIIUTY 1a KOTOPOT'O YBEJIIMYMUBAETCS
IIpU YMCTBEHHOW HAarpy3k€ M YMEHBIIAECTCS MNPH BBINOJHEHUH MPOU3BOJIBHBIX
JNBUKEeHUU. YacTtoTa Takoro Tpemopa oObluHO cocTaBisieT 4 - 6 I'u. Ha npakTtuke
HEpEeIKO HaOJII0IaeTCsd COYETaHUE TpeMopa MOKOS U IMOCTYpPaTbHOTO TPEMOpA.
XapakTepHOI 4epToi MOCTypaibHOI0 TpemMopa fpu 6ose3Hu [lapkuHcoHa siBisieTcs
HaJIM4Ke JATEHTHOTO Nepruoaa (Ipy BHITATUBAHUM PYK BIIEPE] WU NPUHATUH UHON
103b1), 1O MPOIIESCTBMH KOTOPOTO TPEMOP BO30OHOBIIsIETCS (re-emergent tremor).
Hpyroii ero 0COOEHHOCTBIO SIBIIETCS YHUJIATEPATbHOCTh WM BBIPAXKEHHAs
aCUMMETpPHSI, COXPAHAIONIAsACSA Ha MPOTSHKEHUH JUIMTENIbHOTO BpeMeHu. M3BecTHo,
YTO BBIPAXXEHHOCTh Tpemopa (B OTIMYME OT TUIIOKWHE3UH U PUTHIHOCTH) HE
KOPpPEIUPYET CO CTENEHbI0 HENOCTaTKa Jo(aMuHA B CTpUATyME WIH € OOLIeil
TSKECTbIO 3a00JIEBaHUSA, XOTS, C JAPYroMl CTOPOHBI, TPEMOP TOKOS SBISIETCS
BBICOKOCTIEIU(UYHBIM cUMOTOMOM st Oonesnu IlapkuHcona. BrickasbiBaercs
MHEHHE O TOM, YTO NAapKUHCOHUYECKUH TpeMOp SBISIETCS CBOETro poja
npucnocooutenbHor peaknuein [[HC Ha pasBuBaromuecs mpu MapKUHCOHU3ME
JIBUTATEJIbHbIE HApYLIEHUs, MPUYEM pPA3BUTHE TAKOM peaKUuu C HauOOoJbIlIEH
BEPOSITHOCTbIO MPOUCXOJUT TMPU AOCTATOYHO MEIJIEHHOM MPOTrPECCUPOBAHUU
nocyieqHruX (Kak 3TO OBIBAET MPHU KJIACCHUYECKOM IpoxKaTenbHOU (opme 0osie3HU

[TapkuHcoHa).
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OpTrocTratuyecknii TpemMop. ITo peaKoe 3a0071€eBaHNE BbI3BIBAET OIYIIICHUE
HEYCTOWYMBOCTU MpPU BCTABAaHUM, HO MPU HEBPOJOTHYECKOM OOCIIEIOBAHUU HE
OOHaApyXUBAeTCsI KAaKOW-TMOO TMATOJIOTHH, 32 MCKIIOYEHHEM MallbIIuPyEeMOTO
BBICOKOYACTOTHOT'O COKPAILICHUS MBIIII] HUKHUX KOHEYHOCTEH.

OprocTtaTuyeckuii TpeMop - BbicokouacToTHOE (13—18 I'1) mocTypanbHoe
JIpO’KaHUE B HOrax M TYJOBHILE, BO3HHUKAIOLIEE NPH BCTABAHUU M B TSHKEIBIX
clly4asix CIIOCOOHOE€ CBAJIUTh OOJILHOTO C HOT, HO MpOXOjsilee IpH Xxonbde, B
MOJIO)KEHUU CHUIS WU JieKa; B JIETKUX CiIy4asX OOJbHBIE OTMEYalOT JIHIIb
HEYCTONYMBOCTh IPU BCTABAHUM, & PUTMHUHBIE OJAEPIUBaHUs B MbIIILAX Oeapa u
TOJIEHU €JI€ 3aMETHBI Ha IJI1a3 U JIy4Ille BBIABISIOTCS NPHU Nnajgsnanuy i OMI'.

J{ucToHuYecKuil TpemMop. B Kki1accnyeckoM BapuaHTE TPEMOP ITPU TUCTOHUH
BO3HHMKAET B YaCTU Teja, MNOPAXEHHOM AUCTOHWUYECKHM THMIIEPKMHE30M, MMEET
KMHETHYECKUI M, HECKOJIBKO peXe, MOCTypalibHbI XapakTep. Kpome coOCTBEHHO
JUMCTOHUYECKOTO TPEMOPA BBIJEISIIOT TaK HA3bIBAEMbIN TPEMOP, aCCOLMNPOBAHHBIN
C JWCTOHWEH, KOTOPBIM pa3BUBAaETCi B 4YacTH TeJd, HE BOBJICYCHHOU B
JUCTOHUYECKUI TUIIEPKUHES.

JIuCTOHMYECKHI TpEeMOp UMEET YacToTy B cpeaHem okoio 5 ' (ot 4 mo 10
I', yame Bcero 3—7 I'm) m HaOmOgaeTCss OOBIYHO B KOHEYHOCTSX, MBIIIIAX IICH
(TpeMop TroJIoBbI) U TyJOBHILE. JIMCTOHUYECKU TPEMOp SIBJISAETCS MO3UIIMOHHO-
YyBCTBUTEIbHBIM (T.€. 3HAYUTEIBHO MEHSETCS B 3aBUCHUMOCTH OT I03bl). B
coctosiiuu nokost T orcyTcTByeT npumMepHo y 1/2 GOJIbHBIX.

[HepBuuHbIi mucYuil TpeMop. TpeMop, BO3ZHUKAOLINN B PYKE TOIBKO BO
BpEMs ITMCbMA B OTCYTCTBHE MHBIX JIPOKATEIbHBIX TMIEPKUHE30B, JUCTOHUH WJIU
JPYTUX HEBPOJIOTMYECKUX CUMIITOMOB Ha3bIBAE€TCS IEPBUYHBIM MTUCYUM TPEMOPOM.
Ero wacrora cocraBmsger 4 - 10 I'm. IlepBuuHbIli mucumii TpeMOp HEOOXOIMMO
muddepeHIupoBaTh € KJIACCMYECKMM  3CCEHLMAIBHBIM  TPEMOPOM U
JUCTOHUYECKUM TpeMOpoM. B HEKOTOpBIX ciydasxX JaHHBIM BUJ Tpemopa
BO3HMKAET TOJBKO TMpU  MPO(ECCHOHATBHBIX  CIOXKHOKOOPIMHUPOBAHHBIX

JBIKEHUAX (Urpe Ha oprenuano, ¢iaeiTe Wik APYrUX UHCTPYMEHTaX, IIUThE U
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T.A.). OTOT BHJ TpEeMOpa B TMPONUIOM OTHOCUIM K TaK Ha3bIBAEMbIM
KOOPAMHATOPHBIM HEBPO3aM.

Tpemop msrkoro Heda. XapakTepu3yeTcsi pUTMHUYHBIMU MOJIEPTUBAHUSIMHU
MSATKOT0 Heba, a UHOTJa U JPYTUX MblIil. TpemMop Miarkoro Heba Kiaccupuiupyor
Ha CUMIITOMaTHYECKUI U 3CCEHIMANIbHBIN BapruaHTbl. CHMIITOMaTUYECKUNA TPEMOP,
Ha JIOJIF0 KOTOPOI'0 MPUXOAUTCS OKOJIO 75% ciydaeB, pa3BUBAETCS B pe3yJbTaTe
MOBPEXJIEHUEM CTPYKTYp TpeyroyibHuka ['uiiena - Moinape (3y0uaToro v Apyrux
AJIep MO3KEuKa, KpaCHOrO s/ipa M HIKHHMX OJIMB, & TAaK)KE HX CBS3€Ml B paMKax
JEHTATO-pyOpO-0JIMBAPHOTO  (PYHKIIMOHAIBHOIO KOHTypa) C IOCIEIYyIOoIIen
BTOPUYHOM rTunepTtpoduedl HWKHUX onuB. Haubonee dacras mnpuynHa
MOBPEXJICHUA - CTBOJOBOM HHCYJBT, PEXKE - PACCEIHHBIA CKJIEPO3, OITyXOJIH,
CUPUHTOOYNBOMs, TpaBMa. Y HEKOTOPBIX MAIMEHTOB MOMHMMO TpPEMOpa MOTYT
OTMEYaThCs CHHXPOHHBIE NIOJIEPTUBAHUS MBIIII] 17143, JINLA, TOPTaHH, LIEH, IIIeYa,
nuadparmMbl, a TaKKe€ MO3KEUKOBbIE HapylleHud. Kpome TOro, mauuMeHThl ¢
CUMITOMaTHYECKUM TPEMOPOM MSTKOro HeOa HEpEeAKO OLIYLIAtOT IIETYKU B YXE B
CBSA3M C OBICTPHIM MEPUOJMYECKUM PACKPBITUEM YCTbS €BCTaXMEBOM TpYOBI.
CuUMIITOMAaTUYECKUIN TPEMOP MSTKOIO Heba MOKET COXpaHATbcs BO cHe. [Ipu atom
THUIIE TPEMOpA NPU HEHPOBU3YATH3ALUU MOKHO OOHAPYKUTh O4aroBble M3MEHEHUS
B CTBOJIE MO3Tr'a/MO3KEUKE, a TAKKE TUIEPTPODOUIO HIKHUX OJIMB.

OCCEeHIIMANIBHBIA THUI TpeMopa MITKOro Heba He CBsi3aH C KaKou-In0o
BUIMMOM NPUYMHOM, OCTAETCA W30JMPOBAHHBIM, HCYE3a€T BO CHE MU HE
COMPOBOXK/IA€TCA U3MEHEHUSIMHU TP MAarHUTHO-pe30HaHCHOM Tomorpaduu (MPT).

Mo3xeukoBblii  Tpemop. IlpencraBnser co0oil  MPEUMYIIECTBEHHO
MHTEHIIMOHHOE, YaCTO OJHOCTOPOHHEE APOKaHUE YacTOTOM HU*xe 4 - 5 [, koTopoe
MOKET COYETAThCS C OCTYPAIBHBIM TPEMOPOM, HO HE C TPEMOPOM MOKOs. TepMuH
«MO3KEUKOBBIA TPEMOpP» HHOTAA HCIOJBb3YIOT Kak CHHOHMM HWHTEHIHMOHHOTO
TpeMoOpa, XOTs MPHU MATOJOTUM MO3KEUKa BO3MOKHBI Pa3IMYHbIE KIMHUYECKUE
dbopmbl ApoxkaHus (HApUMep, PUTUMHUYHBIE OCIIHIIISIIAN TOJIOBBI U TYJIOBHIIIA).

Tpemop Xoamca (pyOpanbHBIi TpeMop, TpeMOp cpeaHero mosra). Tpemop

XonMmca mpencraBisieT coO0W KOMOWHAIIMIO TpeMopa IMOKOs, MOCTYpaiabHO-
25



KMHETUYECKOTO W HMHTEHLMOHHOTO TPEMOpPA, BO3HUKAIOIIUX B pE3yJbTare
KOMOMHUPOBAHHOTO MOBPEXJIECHUS IepeOeIOTATaMUYECKUX U HUTPOCTPUATHBIX
nyTel. DTOT TUI TpEMOpa SABIAETCS HU3KOYACTOTHBIM (3 - 4,5 ['11) 1 OTHOCUTENIBHO
HeperyssipubiM. K HanOosiee 4acThIM NMPUYMHAM OTHOCAT WHCYJIBTHI, OIyXOJIH,
JEMHUENIMHU3UPYIOMUNA TPOIeCC WM COCYIUCThle Maib(opmanuu B 00dacTu
CPEIHETO0 MO3ra, IPUYEM B CIIydae OCTPOrO IIOBPEKIECHMS TpPEMOp Xoymca
BO3HHMKAET HE Cpa3y, a CIyCTs HEKOTOPHIA MPOMEKYTOK BpeMeHHU (0T 2 Heq A0 2
aet). KpoMe cOOCTBEHHO TpeMopa y TaKuUX MalMEHTOB MOXHO OOHapyXUTh U
JpyTUE HEBPOJOTMYECKUE CUMIITOMBIL: IJIa30JBUrATENIbHbIE  PACCTPOMCTBA,
reMUIIape3, FEMUAHOIICHIO, TAPKUHCOHN3M. KOopTHKOCTIMHAIBHBIE TPAKTHI IIPU 3TOM
OCTalOTCSI COXPAHHBIMU.

MeaukaMeHTO3HbIN U TOKCHYEeCKHH TpeMop. Llenblil psaa iekapCTBEHHBIX
MPEMapaToB MOXKET BBI3BIBATH PA3JIUYHBIE BHUABI TPEMOpPA, KOHKPETHAS
XapaKTEPUCTUKA KOTOPOTO 3aBHUCUT OT THUNA JICKAPCTBA WM WHIUBUIYaJIbHOU
npeapacnoyioxkeHHocT manueHToB. Haunbonee tunuunoit ¢dopmoii sBisieTcs
TpeMop, OJIM3KUN MO CBOMM XapaKTEPUCTUKAM YCUJIEHHOMY (DPHU3MOJIOTHUYECKOMY
TPEMOpPY; OH BO3HUKACT IIOCJIE NPUMEHEHUS CUMIIATOMUMETHUKOB  WJIHU
aHTHAENpPECCaHToB.  Jlpyroil Tum Tpemopa ¢  HU3KOM  4acTOTOM -
MapKUHCOHOMOIOOHBIN TPEMOpP, BO3HUKAIOIIUM TMOCJE JICUSHUS] HEUpOJIenTUKaMU
WM APYTUMH aHTUI0()AMUHEPTHIECKUMU TpernapaTamu (pe3epnuH, QryHapu3uH).
NHTEHUIMOHHBIN TPEMOP MOXET BO3HHMKHYTH MOCJIE MPUMEHEHHUS COJIEH JIMTUSA U
HEKOTOPBIX JpPYyIHMX MpenaparoB. TpemMop, BO3ZHHUKAOIIWKW IOCJIE OCTPOU
VHTOKCHUKAILIMU AJIKOTOJIEM, 3aI10s1 WM NPUEMa HAPKOTHYECKUX BEIIECTB, CXOJIEH C
YCUJIEHHBIM (PU3UOJIOTHYECKUM TPEMOPOMOM M OOBIYHO UMEET 4acTOTY Bhite 6 ['11.

Tpemop npu mnojauHeBponatusix. Hekortopele BHUIBI MNOJMHEBPOIATUI
MOTYT coueTatbcsi ¢ TpemopoM. Haubonee udacto apoxaHue pa3BUBAeTCS MPH
JEMUCIIMHU3UPYIOIIUX, OCOOCHHO JUCTIPOTEHMHEMHYECKUX IOJIMHEBPOIATHSIX.
JpoxaHne npyu HEBPONATHUSIX YaIlle XapaKTEPU3YETCS COYETAHUEM ITOCTYPAIBLHOTO

Y JPYTUX TUIIOB TPEMOPA AEUCTBUS 4acTOTOM OT 2,5 10 9 I'1.
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N30ampoBaHHbIl TpemMop rojioca - TPEMOp Trojioca MNpU OTCYTCTBHUH
TpeMopa MHOM sokanuzanmuu (yactora 3 - 8 I'm). Yacto ObiBaeT MposiBIEHHEM
TOPCHUOHHOM THUCTOHUY WM 3CCEHLIHATIEHOTO TPEMOpA.

Ilcuxorennblii Tpemop. [lcuxorennsie Gpopmel Tpemopa (yactora ot 4 110
10,5 ') xapakTepu3yroTcsl pa3IMuHbIMUA KIMHUYECKUMHU MPOSIBICHUSIMU U UMEIOT
CeAyIONIMe KpUuTepuu: 1) BHE3aHOE HAYAJIO TPEMOPA; 2) HAIUYUE PEeMUCCUl; 3)
HEOOBIYHOE KJIMHHYECKOE COYETaHUE TpeMopa IOKOS C TOCTYpaJbHBIM WU
WHTEHUMOHHBIM TPEMOPOM; 4) YMEHBILIEHUE IPOKAHUSI IIPH OTBJICYEHUN BHUMAHUS;
5) Bapualuu 4acTOTHl TpeMopa MpU OTBJICYEHUH BHUMAHUS WM HPOU3BOJBHBIX
JBUKEHUSIX KOHTpaJlaTepajbHOW pYyKOH; 6) MpHU3HAKW KOAKTUBALIMU - YCUJICHHE
JPOKaHUS TIPU MACCUBHBIX JIBMXKEHHSX (OOJBHON «CONMPOTUBISETCA» Bpady MNpu
HOTBITKE MCCIIE0BATh NACCUBHBIEC ABM)KCHUS, HAIIPUMED, MIPH MPOBEPKE TOHYCA);
7) BO3HUKHOBEHHE JIONOJHUTEIBHBIX W HE CBSI3aHHBIX C TPEMOPOM
HEBPOJIOTMYECKUX U MICUXUYECKUX CUMITOMOB.

Takum 00pa3om, 3HaAHUE PA3IMYHBIX XapaKTEPUCTUK TPEMOpa, MPHUCYLINX
TOMY WJIH IpyromMy 3a00JIeBaHUIO0 HEPBHOM CUCTEMBI, CIOCOOCTBYET 00Jiee TOUHOM
HO30JIOTUYECKOW TMarHOCTHKE, 0COOCHHO Ha PaHHUX ATanax OOJE3HU U B ClIydasx
pa3BUTHs HaOOJIee CI0KHBIX, KOMOMHUPOBAHHBIX (POPM TMIIEPKUHE3OB.

Knunnuyeckas kiaaccupukanus TpeMopa

OTHoNI0oTHYECKas OcCHOBHBIE HO30JIOTUYECKHUE (POPMBI
KaTEeropusl
IlepBuuHbIA TpEMOD DcceHIManbHbIA TPEMOD;

[lepBU4HBINM OPTOCTATUYECKHUN TPEMOP;
[IepBUYHBINM MCUYUI TPEMOP;

Bropuunsii JlexkapCTBEHHBIN TPEMOD;
(CUMIITOMATUYECKUM Mertabonudeckue >HIIe(DaTONaTHH;
TPEMOD) DOHJIOKpUHHBIE 3200JICBAHMS,

[{epeOpoBackyspHbIe 3a007€BaHNS;
YepenHo-M03roBasi TpaBMa,;

NuaTokcukanmu;

[TonuueBpomnaruy;

[lepudepuyeckue  TpaBMbI U pedIeKTOpHAs
CUMITATUYECKAasl TUCTPOPUsI.

27



Tpemop mnpu Apyrux
JIereHEepaTUBHbBIX
3200JIeBaHUAX IHHC
(TpemMop-IIIoC)

bosnesnp [Tapkuncona
['emaroneHTUKYIsIpHAs AeTeHEpALIUs
MynbsTucuctemMtas arpodus
CrnuHonepebeIsipHbIe aTaKCUU
Wnnonatuyeckast AUCTOHUS
DcceHInabHass MUOKJIOHUS

Hporpeccnpy}omaﬂ MUOKJIOHHYCCKAA aTaKCUA U Op.
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§ 2.2. MBILHEYHASA TUCTOHUA

Jluctonuss ~ mpencraBisger — co0oil  JBUraTteIbHOE  PAacCTPOMCTBO,
XapakTepu3ylomeecss  CTOMKUMHM WM HEPETYJISAPHBIMH  MBIIICYHBIMU
COKpAIICHUSIMH, 00YCTIOBIMBAIOIIMMU TMOSBICHUE MATOJIOTHYECKUX, KaK MPABHUIIO
HOBTOPSIOLINXCS, JBWKCHMA W/WIM TATOJOTMYECKHX 03, HapyIIAIONINX
oTpe/ieNieHHbIE IEHCTBUS B BOBJICUEHHBIX 00JIaCTAX Tena. TepMUH «IMCTOHHSD ObLI
BBesieH H. Oppenheim B 1911 r., npumenuBimm tepmus dystonia musculorum asis
OIpE/ENICHUs] TEeHEePAIN30BaHHON (OPMbI JAMCTOHHM C JAE€0IOTOM B JI€TCKOM
BO3pacTe.

CoBpemeHHas kinaccu(uKalnus TUCTOHUU CTPOUTCS Ha 3 ocsx: och A -
3THOJIOTHS, 0ch B - Bo3pact Hayaina, ock C - pacnipeesieHue NopaxeHHbIX o01acTen
Tela.

Knaccugukanusa nuctoHuu corjiacHo pekomenaanuam EFNS-MDS
(Albanese A. et al., 2006)
A — 3THOJIOTHA
v’ nepBuuHas (MAMONATHYECKAS): JIUCTOHMS SBISETCS €IMHCTBEHHBIM

KIIMHAYECKUM CHUMIITOMOM W OTCYTCTBYIOT HACHTU(DHUIIMPYEMbIE SK30TCHHBIE
MPUYUHBI JTMOO Jpyrue HACJIEICTBEHHbIE WU JereHepaTUBHbIC 3a00JieBaHUs
(mpumep: nuctonust OnmneHrema);

v’ JIMCTOHUS-IUIIOC: AMCTOHUS SIBISIETCSA CYIIECTBEHHBIM CHMIITOMOM, HO
COUYETACTCs C APYTUMU JIBUTATEIBHBIMU paccTpoiicTBaMu. OTCYTCTBYIOT JaHHBIE O
HEHpoJIereHePaTUBHOM TpoIiecce (MpUMep: MUOKIIOHYC-AUCTOHHUS);

v/ HaceICTBEHHO-JIECT€HEPATHBHAS: JIUCTOHMS SBISETCS CYIIECTBEHHBIM
CUMIITOMOM CpEIu JAPYTUX HEBPOJOTUYECKUX TMPOSABICHUN HACIEACTBEHHO-
JIETeHePaTUBHOTO XapakTepa (mpumep: 6o1e3ub Bubcona);

v/ BTOpHMYHAS: JUCTOHMS  SIBISETCA  CHMITOMOM  yCTaHOBJIEHHOIO
HEBPOJIOTHYECKOTO 3a00JeBaHus, HampuMmep (POKAITBHOTO TOPAKEHUS MO3Ta,
BO3JICMCTBUSI JIEKAPCTB WJIM XHUMHYECKUX COCAMHEHUW (mpuMep: JUCTOHUS

BCJIEZICTBUE OITYX0JIM M0o3ra, off-nucronust npu 6onesnu [lapkuncona);
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v/ mapoKcH3MallbHas: JMCTOHHS B BUJI€ KOPOTKHMX SITH30/10B C HOPMAJIbHBIM
COCTOSSHUEM B TIPOMEXKYTKE. OTH pacCTpoMcTBAa KJIACCUPUIUPYIOT Kak
UIMOMATHYECKHE (YAaCTO CEMEWHBIE, XOTS BCTPEUYAIOTCS TAKXKE U CIOPATUYECKHE
clly4yau) U CUMITOMATUYECKHE BBHY OOJIBIIOTO KOJMWYECTBA NMpUYUH. V3BECTHBI
TP OCHOBHbIE (HOPMBI TMAPOKCHU3MAJIbHOM JHUCTOHHUM B 3aBUCHUMOCTH OT
TPUITEPHOTO (PaKTopa:

v’ mapokcusmaibHas Kuae3urennas quckuaesns (ITKJT) - araku BRI3BIBAIOTCS
BHE3AIIHBIM JIBH)KEHUEM; ITAPOKCU3MaNbHAsl JUCTOHHUS, BbI3BaHHAS YIIPAKHEHUSIMU
(ITABY) - npuunHOil SBISAIOTCS pa3iUYHbIE YIPaKHEHHUS, TaKHe KaK X0Jp0a WiH
IJIaBaHue; nmapokcu3ManbHas HekuHesureHHas ¢opma (ITHK]I) - mpoBokaTopamu
SBJISIIOTCS QJIKOTOJIb, KOoe, uaii u zip.

B - Bo3pacT HayaJsa

v’ pannee Hayano (<20 — 30 jeT): 0OBIYHO HAYWHAETCS B HOTE WM PYKE U
IIPOTPECCUPYET C BOBICUEHUEM JIPYTON PYKU WJIM HOTH;

v mo3mHee Hayajgo: OOBIYHO HAYMHAETCS C Mied (BKIOYast TJIOTKY),
KpPaHUAJIBHOW MYCKYJaTypbl U OJHOM pyKH. VIMEET TEeHIEHIMIO K JIOKAIU3aluu C
OrpaHUYEHHBIM ITPOrPECCUPOBAHUEM Ha MPUJIEKAIINE MBIIIILIBI.

C - pacnpenesieHre nNopaskeHHbIX 00J1acTel TeIa

v’ (okanpHas: o1Ha 001acTh Tena (MpUMep: MUCcUuii crasm, 6aedapocasm);

v/ cerMeHTapHas: CMEKHBIE 00acTh Tena (MpUMEp: KpaHUAJIbHBIA U
LEPBUKAJIbHBIN, [IEPBUKAJIBHBIN U BEPXHSSI KOHEYHOCTH).

JAucronust

v’ MynbTH(OKAIBHAS: HECMEXHBIE o0yiacTh Teina (IpUMEp: BEPXHAS U
HIDKHSISI KOHEYHOCTb, KpAaHUATBHBIN U HUKHSISI KOHEYHOCTH);

v TeHepan30BaHHast: 06€ HOTH M KaKk MUHEMYM OJIHa 00J1acTh Telia (00BIYHO
OJIHA WU 00€ KOHEYHOCTH);

v/ TEMUIUCTOHUS: TOJOBMHA Tesla (OOBIYHO BTOPMYHO IO OTHOIICHHIO K

CTPYKTYPHBIM MOPAKECHHUSIM KOHTPJIATEPATbHBIX 0a3aJIbHBIX TAHTIJIUER).
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BoabIIMHCTBO MEXIYHAPOIHBIX SKCIIEPTOB PEKOMEHAYIOT TMarHOCTUPOBATh
JUCTOHUIO TIPEXKIE BCEro KIMHWMYEeCKH. OCHOBOWM i TMOCTAaHOBKM JHArHo3a
ABJISIETCA 0co0asi HEeeCTeCTBEHHas (JAMCTOHMYECKas) mo3a (C TpeMopoM win 0e3
HEro) W crneuu@uyHble NpU3HAKU: H30BITOYHBIE W 3€pKAJIbHBIC JIBUKCHUS,
KOPPUTHPYIOIIME JKECTHI, YCHJIEHHWE TPOSBICHUA TIpu  (PU3NUECKOH U
OMOIMOHAJIEHON HArpy3Ke U Jp. BeIpakKeHHOCTh JUCTOHHH MOKET M3MEHSATHCS B
3aBUCUMOCTH OT TOJIOKEHHUS Tejla WM OTACJIbHBIX €r0 YacTel U MPOU3BOJILHBIX
JIBUKECHHU B MMOPAKEHHOM YaCTH Tea.

Kiannnyeckue 0c00eHHOCTH OT/AeIbHBIX (DOPM JUCTOHUMN.

IlepBuKajibHasi AUCTOHUS (CIIACTHUYECKass KPUBOIIES) - CaMblid YacThIN

BapUaHT (OKAJTILHOU JUCTOHUU - TIPOSIBIIACTCS ABYMSI OCHOBHBIMU (peHOMEHaMHU: 1)
MaTOJIOTUYECKUM MOJIOKEHUEM T'OJIOBBI u 2) MaTOJIOTMYECKUMHU
(HACHJIBCTBEHHBIMHU ) IBUKCHHUSIMH B MBIIIIIAX IIICH.

HanbGonee TUNUYHBIM 3JIEMEHTOM KPHUBOIIEH SBIISIETCS POTALMS TOJOBBI
(TOpTUKOJIIKC), OOYCIOBICHHAS THIEPTOHYCOM KHBATEIbHOW MBIIIEI. OOBIYHO
JMCTOHUYECKUH CHa3M B KakKUX-TO MBIIIIaxX Mpeodsaaer, 4To MPUBOJIUT K
dhopmupoBaHuio 00JIee MM MeHee (DUKCUPOBAHHOM MTATOJIOTHYECKOM O3Bl B OJTHOM
U3 CIEAYIOIIUX BAPUAHTOB: TOPTUKOJUIUC, JATEPOKOJUIUC (HAKIIOH FOJIOBHI K ILJIEYY),
AHTEPOKOJUINC U PETPOKOJUITHC.

BosbmmHCTBO cly4acB LIEpBUKAIBLHOM JIMCTOHUH SIBJISTFOTCSI
uauonatuyeckuMu. JKeHIuHb 3a0osieBatoT yamle MykuuH (2:1). Haubonee
BBICOKasi 3a00JI€eBa€MOCTh MPUXOIUTCS Ha Bo3pact oT 25 nmo 60 mer. Yamre
IIEpBUKaJIbHAS JUCTOHMS HAYMHAETCS IMOJOCTPO WJIM TOCTENEHHO (B TEUYEHHUE
HECKOJIbKUX HeJelnb WIM MecsleB). bomu B 1miedHON, 3aThIJIOYHOM, IJIeYeBOM
obnmactTu otmeuarotrcs B 75% ciydaeB. B BOBIEUEHHBIX MBIIIIAX Pa3BUBAIOTCS
Muo(acuuagIbHble CUHAPOMBI ¢ TUIUYHOW Uppaauallveld, 4To CIY>KUT OJHOU U3
BEIyUIMX NpUYMH O0JeBOro cuHapoma. Takxke O0Jb MOXET OBbITh BbI3BaHA
KOMITPECCHEH HEPBHBIX CTBOJIOB CIAa3MHUPOBAHHBIMHU MBIIIIAMH, pa3ipakeHUEM

00JIEBBIX PELENTOPOB OKOJIOCYCTaBHBIX CTPYKTYP.
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JuddepennmanbHplii AMarHO3 UANOMATHYECKON IIEPBUKATBHON TUCTOHUU C
BTOPUYHON JUCTOHHMEH OOBIYHO HE BbI3bIBACT 3aTpyaHeHuid. HeoOxomumo
UCKJIIOYATh Je0I0T FreHepaTM30BaHHON TOPCUOHHOM AUCTOHUH, 00JIe3Hb BuibcoHa-
KonoBasoaa, JIEKapCTBEHHYIO JTUCTOHMIO. HNnorna HE00X0 UM
muddepeHIIManbHbId  TUarHO3 C TICUXOT€HHON KpHUBOIIEeH, KOMIIEHCATOPHOU
KpPHUBOIIIEEH TIpH IMape3e OTBOAAIIECTO HEpBa NMpu HUcTarMe. B nebrore 3a0oneBanms
BO3MOJXKHBI 3aTpyJHEHUS B JU(PHEPEHIINATBHON JUArHOCTHKE C ACCEHIIMATbHBIM
TPEMOPOM U HEAUCTOHUYECKUMU (POpMaMH KPUBOIIIEH, B TOM YHCIIE C CHHAPOMOM
Canmudepa y nerei.

KpanuajabHasi JMCTOHUS — OJIHA U3 (OPM CErMEHTAPHON TUCTOHHH, TIPU

KOTOPOM B NATOJIOTMYECKUM IMPOLECC BOBJIEKAKOTCS MBIIIBI Juna. Yame Bcero
BCTPEUAETCSl COUYETAaHHE PaCIpOCTpaHEHHOTo Oisedapocnasma (¢ BOBJICYEHUEM
cra3M CpPEeJIMHHBIX OTAENIOB JHIA) U OPOMaHAUOYIsIpHOU AucTOHMH. Hepeako 3To
COCTOsIHME 0003HAYaeTcs TepMUHAM “NHIEBOM mapacnasm’, “cuHapoMm Meiixka”,
“cungpom bpelirens”.

Iucumii_cna3Mm sBISIETCS caMoOil pacmpocTpaHeHHOM (opMoi (okambHOU

JUCTOHUU B IUCTAJIbHBIX OTAENaX MPaBOi PyKHU U MPEACTABIAET COOOH TUIUYHYIO
JUCTOHUIO JEHUCTBHUS, TO €CTh JIUCTOHUIO, MOPAXKAIOIIYIO CTPOro crenupuyecKuii
BUJl MaHUNyJsiuMid - mucbMo. K HacrosimiemMy BpeMEHM OIucaHbl OKojio 20
aHAJIOTUYHBIX CUHAPOMOB JAMCTOHUM (CHa3M rUTapucTa, MMaHUCTa, Tenerpagucra,
YKOHTJIEpa, MAIIMHUCTKH, TpyOaya v T.J1.), HO OHU BCTPEUAIOTCS 3HAYMTEIBHO PEKE.
[Tucumii crma3sm M ero aHaJloTd HEPEAKO OTHOCAT K rpyline MpodeccrnoHalbHbIX
JUCTOHUH.

OCHOBHBIE KJIMHUYECKHE TMPOSBICHUS [MHCYEro cla3Ma: HampsKeHue
KUCTU/PYKH BO BpeMs IMUCbMa, U3MEHEHHE MO3bl KUCTU/PYKH BO BpEMsl MHCHMa,
U3MEHEHHUE, 3aMelJIeHUue MovyepKa, HapyLUIEHUE CIUTHOCTH MUChbMA, YBEIMYEHUE
pa3mepa OyKB, JIpO’KaHHE PYKH BO BpeMs MHCbMa, HEMOCTOSHCTBO IOYEpKA.
BonbHble monbuparoT paznuyHble 1Mo GopMe U TUAMETPy PYUYKH, MEHSIOT MO3Y

KUCTH U NAJIBIIEB B IIPOLIECCE NTUChMA, IIOMOTAIOT B aKTE MUCbMa APYrou pykou. I1o
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Mepe NPOrpeCCUPOBAHUS MMCUYETO ClIa3Ma MOTYT HapyIIAThCs U APYTUE NEUCTBUS,
BBITIOJIHSEMbIE PYKOM - OBITOBBIE, PO eCcCHOHATbHBIE.

C mnoMmomplo cHnequanbHbIX HPHUEMOB OOJBHBIE CTPEMSATCA IPEOJIOJETh
3arpyaHeHus. OHU HayMHAIOT OpaTh PYYKy WM KapaHJall OcOObIM 00pa3oM,
¢ukcupys ux mexay Il u IIl, unorga mexny 11, [ u IV nansuamu. bonbHO#I MoxeT
3QKMMaTh €€ B KyJIaKe, HAaKJIOHSACh K CTOJly M Hampsras BCE€ TEJIO; BO3HHUKAET
CyNMHATOpHAasi WM TNpoHAaTOpHas ycraHoBka kuctu. Eme ['oBepcom Oblia
nogMedeHa OCOOCHHOCTh, CBOMCTBEHHasi OOJIbHBIM mucuuMm crna3mom. [lo mepe
IIPOrpeccUpoBaHusl 00JIE3HN OHU MPUBOJAT B IBUKEHUE PYUKY WM KapaHAalll BCe
0oJiee MpOKCUMaNIbHBIM OT/AeNoM pykH. [lapasokcanbHble KUHE3UM MPOSIBIISIOTCS B
TOM, 4TO OOJBHOW MOXKET MHCaTh, €CIM OTPBHIBAET JIOKOTh OT CTOJIA, CTOMT WJIU
MEHSIET IIOJI0KEHUE KUCTH. MHOTHMe aleHThl HAYMHAIOT OTMEYaTh, YTO UM JIETUE
MUcaTh TOJICTOM pyukou. [Iucanne Ha qOCKe, KaK MPaBUIIO, HE 3aTPYIHEHO.

JlapuHreajbHasi JANCTOHUA. OCHOBHBIMH IMPOABJIICHUAMUA CJIy’Kart

OCHILIOCTh T0JIOCA, MPEPBIBUCTOCTH T0OJOCA BO BPEMS Pa3roBopa, CIABICHHBIN
rojioc, “jmaromui” rojgoc. Y MHOTUX OOJBHBIX OCTA€TCS HOPMAJIbHOM IIEMOTHAs
peub.

BaxxHoe [MAarHOCTMYECKOE 3HAYEHHWE HMMEEeT JWHAMUYECKHH XapakTep
Tuc(hOHUMU, CBOMCTBEHHBIN JIAPUHTEAIBHON NUCTOHUM (KaK W APYTMM BapuUaHTaM
JUCTOHUM). BrIpa)keHHOCTh AUC(HOHUN 3aMETHO YMEHBIIAETCS MOCIe HOYHOTO CHA
(0ocobeHHO Ha TmepBOM 3Tane OO0JIe3HU), MpUEeMa aJKOIroJis, a TaKXe BO BpeMs
ONPEJICJICHHBIX JECWCTBUM, TAaKWMX Kak IIeHWEe, cmex, Iuad. HMuHorma rouioc
3HAYUTENIbHO YJydllaeTcs B MEpBble MHUHYTHl pasroBopa Mo TeledoHy, Npu
CHOTOBOPEHUH, IEKJIaMalliy, HIENOTHON peun (mapagoKcaibHble KuHe3ui). B To ke
BpeMsl BecbMa TUIMYHO HApacTaHHE BBIPAKEHHOCTH NIHUCHOHUM B CHUTyalUU
HMOIIMOHAJILHOTO HANPSKEHMSI, TOCJI€ MHTEHCUBHOM TOJI0COBOM HArpy3KH, K KOHILY
pabouero JHsl.

[Ipn napuHreaslbHOM JNHCTOHWM, HApsALy C HapyLIEHUsSMH TroJoca,
XapaKTEPHbIM CHUMITOMOM SBJISIETCSl HapylIE€HUE JbIXaHUs (M3-3a HapYIICHUS

MPOXOXKIEHUS BO3/lyXa YEPE3 rOpTaHb) — MPEPHIBUCTOE, cllaBieHHoe. MHorna 3Tot
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CUMIITOM OLIMOOYHO paclEHUBAETCs Kak OpoHxuanbHas actMa. Bo Bpems peun u
MEHUs JbIXaHrue 0OBIYHO yiIydIlaeTcs (mapajgoKcanbHasi KHHE3Us).

I'enepajun3oBaHHasl AMCTOHUA XapaKTCPU3yCTCs MCAJICHHBIMU,

(OpcUpOBaHHBIMY, MPEUMYLIECTBEHHO BpAIlaTEIbHBIMU JIBUKEHUSIMU TOJIOBBI,
TyJIOBHIIA W KOHeyHocTel. Co37gacTcss BIIEYATIIEHHE, YTO YYAacTBYIOLIME B
TUIIEPKUHE3E TPYIIIBI MBIIIL] BBIHYKIECHBI [IOCTOSIHHO, MYYUTEIbHO MPEOI0JIEBATh
COIPOTHBIIEHUE MBIII-AaHTarOHUCTOB. PopMUpYIOLINECS HEOOBIYHBIE, HEYAOOHBIE
II036l MOTYT COXPAHATHCA B TEUYEHHE JUIMTEIIBHOTO BpeMEHH. ['eHepanu3zoBaHHas
JUCTOHUS  YCUIIMBAETCS  TOJ  BIMSHUEM  IIPOU3BOJIBHBIX  JIBWXKEHUW U
HMOLMOHAJIBHOIO HAIIPSKEHMS U Hcue3aeT BO Bpems cHa. [locTenieHHo pa3BuBaeTcs
IIOCTOSIHHAsT TUCTOHHWYECKAs 1103a, HANPUMEDP, YCHICHHE MOSACHUYHOTO JIOPA03a
(MOSICHUYHBIN TUNEPJIOPJ03) CO CTUOAHMEM HOr B Ta300€IPEHHBIX CyCTaBax U
BHYTPEHHEW poTalMeld pyK M HOT. B Tex ciydasx, Korga m3-3a BBIPAKEHHOIO
MOBBIIIEHNS ~ MBIIIEYHOTO TOHYCa BO3HMKAET CTOWMKAas  IaTOJOTHYECKas
JUCTOHUYECKAs 11033, HO TUIIEPKUHE3 OTCYTCTBYET WM OOJbIlIE HE BBISBISETCS,

rOBOPSl O MUOCTAaTUYECKOH (MK (PUKCUPOBAHHOW, PUTHIHOM) TUCTOHUMU.

Kinunnuyeckas kiaccupurkanus MbIIICYHON JTUCTOHUHA

ITHOJIOTHYECKAA OcHOBHBIE HO30/10THYECKUE (POPMBI
KaTeropus
IlepBuunas [lepBuuHas reHEpAIM30BaHHAS JUCTOHUS;
(uauomnaTu4eckasi)

[TepBuunas dokaibHas/cerMEHTapHAasi JUCTOHUS;
JTUCTOHUS
OpomannuOynspHas (opodanuanbHas) JUCTOHHUS,
bredapocnaswm;

[lepBuKanbHasi, (ClIaCTUYECKAs] KPUBOLLIESA );

JlapuHreanbHas JUCTOHHS (CITacTHYECKAs
nuchoHus);

JIMCTOHUST KOHEYHOCTEH;
TynoBuilHas JUCTOHMUS;

OcoObie hopMBbI:

[IpodeccronanbHast AUCTOHUS;
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HapOKCI/IBMaJ'IBHI)Ie JUCTOHUU,

JlncToHnA-TapKUHCOHNU3M
JIMCcTOHNA-TapKUHCOHNU3M, YyBCTBUTEJIbHAS K
JIEBOJOIIE;

JIMCcTOHUSI-TAPKUHCOHU3M C OBICTPBIM HAYAJIOM;
X-CUEIUICHHBIE JUCTOHUS-TTAPKUHCOHU3M;

MuoxknoHu4eckas JAUCTOHM:.

Bropuunas
(cumnTomaTHyecKasi)
JTUCTOHUS

JlekapcTBEHHAs! IUCTOHUS;
Jerckuii iepeOpaibHBIN Mapayinyg;

AHOMaIMM pa3BUTHS, HHTOKCUKALUU, YEPEIHO-
MO3roBas TpaBMa, TUIIOKCHYEcKas HHIe(anonaTus,
MH(EKIMOHHbIE 3a00J€BaHUsA TOJIOBHOIO MO3ra,
1epeOpoBacKyJIsIpHbIe 3a00JI€BaHMS, OITYXOJIH.

JluctoHnn nOpu  APYrux

JIETeHEPATUBHBIX
3a00JIeBaHUSX
(AucTOHMS — TUTIOC)

MHC

HacnencrBennsie popmsri;
['emaToneHTUKYIApHAS TeTEHEPAITHs;

bone3nn I'eHTUHITOHA;

Heliponerenepanuuy ¢ HaKOIUIEHUEM XKENE3a;
CrnmHotiepeOeIIpHbIe JeTeHepaluu;
HacnencrtBennast cnacTudeckas rnaparierus;
CewmeitHas kanbiudukaius 6a3aabHbIX TAaHTIIUEB;
Cunapowm Jlema-HaiixaHa;

MuToxoHapUanbHbIE YHIIE(PATOMUOIIATHY;

Jluruio3el, newkogucTpodry, aMUHOALMIYPUU U
Aap.;
Ipeumywecmeenno cnopaduyeckue gopmol:

bonesns [lapkuncona
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§ 2.3. TUKO3HBIE ' MIIEPKUHE3bI

Tuku (oT QpanIl. tic — CygOopOoXKHOE IOJACPTrUBaHUE) — HEMPOU3BOJIbHBIC
KPaTKOBPEMEHHBIE TTOBTOPSIOIINECS CTEPEOTUITHBIC, HEPUTMUYHBIC, OTPHIBUCTHIC
JBUKEHHUS, OJTHOMOMEHTHO BOBJICKAIOIIUE OTACIIbHBIC MBIIIIBI U HAIOMUHAIOIIINE
dbparMeHTsl HOpMaJbHBIX IEJICHANPABICHHBIX JIBWKEHUN. B oTinuume ot Apyrux
TUTIEPKUHE30B THUKHA COXPAHSIOTCA BO CHE, M OOJBHOW MOXET JETKO WX
UMUTHUPOBATh.

Tukn WHOTIA OTHOCAT K TOJYNPOW3BOJIBHBIM THUIEPKHUHE3aM, TaK Kak, C
OJIHOM CTOPOHBI, 00JIHHOM MOKET Ha KOPOTKOE BpEeMsI UX 33JIep>KaTh (OOBIUHO IIEHON
OBICTPO HAPACTAIOIIEr0 BHYTPEHHEIrO HAINPSDKEHUs), a C JAPYrod CTOPOHBI, THKHU
MOTYT BO3HHKATh BCJICJICTBHE HEMPEOJOJUMON TMOTPEOHOCTH COBEPIIUTH
JBIKEHUE, KOTOpasi OBJIaJIeBaeT OOJIbHBIM U SICHO MM OCO3HaeTcs. B oTinuue oT
JIPYTUX SKCTPAMUPAMUTHBIX THTICPKUHE30B THKU COXPAHSIIOTCS BO CHE.

CoBpeMeHHbBIE KIacCU(UKAIIMK TPEANONaraloT pa3ielicHHe THKOB II0
ATUOJIOTUU, KIMHUYECKUM MPOSIBICHUSIM, (D€HOMEHOJIOTHH, PACTPOCTPAHEHHOCTH.

[To »THOMOTHH BBIAEISAIOT MIEPBUYHBIC M BTOPUYHBIC THKH, & TAK)KE THUKU B
COCTaBE HEKOTOPBIX HEUPOJCTCHEPATUBHBIX U TICUXMUYECKHX 3a00JIeBaHUM.
[TepBUYHBIE THKH BO3HUKAIOT IMPU OTCYTCTBUHM MHOM MAaTOJIOTHUH, OOBIYHO B IETCKOM
U TIOAPOCTKOBOM BO3pacTeé — B CBS3M C HAPYIICHUEM CO3PEBAHUS CHCTEM
JIBUTATEILHOTO KOHTPOJIS. B mporcxoxkneHnn nepBUYHBIX THKOB BayKHAs POJIb, TIO-
BUJIMMOMY, TIPUHAJICKAT HACTEACTBEHHBIM (paKTOpaM.

Bropuunbie THKH BCTpeyaroTcs peke U MOTYT BO3HUKATh B JIFOOOM BO3pacTe.
[Ipyu4rHON BTOPUYHBIX TUKOB MOTYT OBITh TTOBPEXKICHNE TOJIOBHOTO MO3Ta, IPHUEM
JICKapCTBEHHBIX NPEMapaToB, YEPEITHO-MO3TOBast TpaBMa, SHICPATHUT, COCYIUCTHIC
3a00JIeBaHUSI MO3ra, OTPABIICHWE YTapHBIM Ta30M, IMCUXWYECKHUE 3a00JICBaHUS.
BTopuuHbIe THKH OTJIMYAOTCS OT IEPBHYHBIX KIMHUYECKU. [Ipwm HHX MeHee
BBIPKCHBI UMITICPATUBHBIC MMO3BIBBI K JABUKCHUIO M CIIOCOOHOCTH K TI0JIaBJICHUIO
TUIIEPKUHE3a, OHHM HMEIOT Ooyiee CTOMKMHA JWHAMUYHBIM XapakTep, 4YaIle

HAallOMUHAIOT HWHbIE THUMIEPKUHE3bl (XOpero, AMCTOHWIO). BTOpHUYHBIM THKaM
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COMYTCTBYIOT HEBPOJOTUYECKHE CHHIPOMBI W TICUXHYECKHE HapyLIEHUs, HE
XapakTepHble 11l cuHApoMa TypeTTa u Ipyrux NepBUYHBIX THKOB.

Knnanueckas kaccudukanys THKOB MPEANOJaraeT BhIICICHHE MOTOPHBIX U
BOKQJIbHBIX THIIEPKUHE30B, KaXKJas M3 KOTOPBIX IMOJPa3JICNIOTCS Ha MPOCThIE U
CJIOKHBIE.

IIpocTble MOTOpPHBIE THKM TMPEJICTABISIIOT COOOM JIOKAJIIM30BAHHOE
MoJICpTUBaHNE, KOTOPOE CBS3aHO C BOBJICUCHHUEM TOJBKO OJHOMN TPYIIIBI MBIIII]
(Hampumep, MOpraHue, 3aKMypUBaHUE, MMOJHATHE OPOBEH, MOKXKUMaHUE TUICYaAMH,
KHBOK T'0JIOBOH U Jp.). OHU MOTYT OBITh KJIOHHYECKUMH (OBICTpBIC, BHE3AIHBIC,
OTPBIBUCTBIC — MOpPTraHHUe, KUBKU TOJIOBOI), THUCTOHUYECKUMHU (OoJiee MeIJICHHBIE,
CTOMKHE, CBA3AHHBIE C KPAaTKOBPEMEHHBIM H3MEHEHHUEM TO03bl — 3aXKMYypHUBAHUE,
OTKpbIBaHUE PTa) U TOHUYECKUMHU (M30METPUUECKOE HAIPSIKEHHWE TOM MM MHOU
MBIIIIBI, KOTOPOE HE COMPOBOXKAACTCS MEPEMEIIICHUEM Tejla B MPOCTPAHCTBE WUIIU
M3MEHEHHEM T1036I).

CJ10:kHBIE MOTOPHBIE THKH - 00JIee KOOPAUHUPOBAHHOE MTPOIOIKUTEILHOE
JBIDKCHUE WJIM JKECT, B peaju3allilo KOTOPOro OJIHOBPEMEHHO  WIIU
MOCJICIOBATEILHO BKIIFOYAIOTCS HECKOJIBKO Ipynn Ml [IpumepamMu cio)HOTo
MOTOPHOTO THKa MOTYT OBITh BCTPSXMBAHUE TOJOBOM C OJHOBPEMEHHBIM
MOKMMaHHUEM IIJIeyaMu, CTUOAaHKE TYJIOBUIIA, TTOBTOPSIIOIIUECS 3aMaxy PYKOW WU
HOT'OM, moANpbIruBaHue, rpuMackl. K CI0KHBIM MOTOPHBIM THKaM OTHOCST TakKKe
TUIIEPKUHE3bI, UMUTUPYIOIIME CUMBOJUYECKUE JIBMOKEHUS - KECThI, B TOM YHCJIC
DXOMpaKcHuio  (IMOBTOPEHHUE  JKECTOB  JPYTUX  JIIOACH),  KOMPOIPAKCHIO
(BOCIIpOM3BEICHUE HENPUIIMYHBIX, BYJIbapHBIX KECTOB), JKECThl OTBEPIKECHUS,
HETMPOU3BOJIbHBIC MPUKOCHOBEHUSI, MPUHIOXUBAaHKE, OpOCcCaHue MPEIMETOB U JIp.

IIpocTbie BOKaJbHbIE TUKHM TIPEICTABISAIOT COOON HEAPTHKYJIMPOBAHHBIE
3BYKH, HEITPOU3BOJIBHO U3/1aBa€Mble OOJIbHBIMU: HAIIPUMED, MOKAIIMBAHUE, CBUCT,
(bbIpKaHbe, YaBKaHbe, XprokaHbe. CJI0:KHbIe BOKAJbHbIE THKHU - HAOOJIee peaKUi
BApUAHT THUKOB, TMPOSBJISIONIMNACS HEMPOU3BOJBbHO MPOU3HOCUMBIMU  WIIH
BBIKDUKHMBAEMbIMU CJIOBAMHM WJIM 4YacTSAMH CJIOB, HM3pelKa UeiabiMu (pazamu

(BepOanuzammu). K coXKHBIM BOKaJIbHBIM THKAM OTHOCSAT 3XOJIANINIO (TIOBTOPEHUE
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TOJIBKO YTO CKa3aHHOI'O0 KEM-TO CJI0Ba WK (h)pasbl), KOMPOIATIUIO (HEMPOU3BOJIHHOE
MIPOU3HECEHUE HEMPUCTONHBIX PyraTelIbHbIX CJIOB), MATMIAIUIO (HEMPOU3BOJIBHOE
MOBTOPEHHE TOJBKO UYTO MPOU3HECEHHOTO CaMHM OOJBHBIM CJIOBa, (Ppa3bl WU
ciora).

MOTOpPHBIM M BOKaJIbHBIM TUKaM MOTYT IMPEILIECTBOBATh CEHCOPHBIC THKH,
KOTOpBIE TPEACTABIAIOT COOOM JIOKAJIW30BaHHBIE IMAPECTE3UH WM OILyLICHUS
nuckoM@opTa; mociie THKa 3TH OLIYyIIeHHs Ha BpeMs ucue3aroT. [IpuMepom MoxeT
CILyKUTh JKEHUE B IJ1a3axX, NPEXJEe YeM OHHM HAYMHAIOT MUTaTh, HAIPSIKEHUE
MBI IIIEH TMepel IOAEPIUBAHMEM, IOSIBICHUE 3AJI0)KECHHOCTH HOCAa IEpeN
COIIEHHMEM, 3AJI0KEHHOCTH IropJia epel KPUKOM, XPIOKaHbEM.

[To pacmpocTpaHEHHOCTH TUKH MOTYT OBITh JTOKAJIbHBIMH, MHOKECTBEHHBIMU
VI F€HEPaTN30BaHHBIMU.

Cornacno MexnyHapoaHoit kiaccudukanuu 6onesneid 10-ro nmepecmotpa,
KputepusM VccienoBaTenbCKoN Tpymibl Mo Kiaccupukauu cuaapoma Typerra
(1993), a Ttaxke PyKOBOACTBY MO JOUArHOCTHKE W CTATUCTHKE ICUXUYECKUX
pacctpoiicte (DSM 1V), BbIAEHSIOT ClEayIOlUe HO30J0THYecKue (Hopmbl
NEPBUYHBIX THKOB: TPAH3UTOPHbIE THUKU (MOTOpHbIE W(WJIM) BOKAJIbHBIC),
XPOHUYECKHE MOTOPHBIE THKH, XPOHUYECKUE BOKAIBbHBIE THKH, CHHAPOM TyperTa.

Tpan3utopHble THKHM 4dame OBIBAIOT TPEJCTABICHB OJWHOYHBIMH
MOTOPHBIMU THKaMH (HampuMep, 3aXKMypHUBaHHEM WM TPUMACHHUYAHUEM), PEXeE
MHO>KECTBEHHBIMH MOTOPHBIMA THKaMH JHOO COYETaHWE MOTOPHBIX THKOB C
BOKaJbHbIMU. KpaiiHe penko HaOMIOJAIOTCS HW30JIMPOBAHHBIE TPAH3UTOPHbBIE
BOKaJIbHbIE TUKU. OCHOBHOW IPU3HAK 3TOTO BapHUaHTa MEPBUYHBIX TUKOB - CTOMKas
CIIOHTAHHAsI PEMUCCHS HE TT03Xke | rojia mocne ux BO3HUKHOBEHUsI. Takum oOpazom,
JIMarHOCTHKA TPAH3UTOPHBIX TUKOB MOXKET ObITh TOJILKO PeTpoCTieKTUBHON. Kpome
TOTO, IMarH03 TPAH3UTOPHBIX TUKOB YCTAHABIMBAETCS JUIIb B TOM Clydae, KOrja
TUIEPKUHE3 COXPAHAJICSA HE MEHee 2 Helleb.

XpoHHYecKHEe MOTOPHbIEe MJIM BOKAJIbHbIe THKU (HO HE MX COYETAHHE)

MNPOABIAIOTCA B TCUCHHC OOJBIICH YacTH AHsA, ITIOYTH CXKCAHCBHO MHIJIHN C
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nepepbiBaMu; 00111ast TPOJOJKUTENBHOCTh — OoJiee 1 roja; Havaao TUKOB — 0 18
JIET; OTCYTCTBYIOT JAPYTrHUe MaTOJIOTUYECKUE COCTOSIHUS MM 3a00JIeBaHUS.

Cunapom TyperTa npeacTaBisieT co00i BapuaHT MEPBUIHBIX XPOHUIESCKUX
THUKOB, COXPaHSIOIMUXCS 0€3 IITUTENbHBIX peMUCCUid B TeueHue 1 roja u 6olee, npu
KOTOPOM MOTOPHBIE M BOKAJIBbHBIC TUKH COITyTCTBYIOT APYT IPYTy (HE 0053aTEeIHHO
B OJIHO U TO e BpeMs). [Ipu cunnpome Typerra TUKH NOSBIAIOTCA B BO3pAcTe A0
21 ronga. Y 96% narnueHToB OHU BO3HUKAIOT 70 11 et (B cpeaHeM B 5—6 JieT) u K
18 romam y OOJIBIIMHCTBA MPEKpaIalOTcs. EcCIM THKUM MPOSBUINCH B 3pPEIOM
BO3pacTe, HEOOXOIMMO UCKITIOYUTh BTOPUYHBIE PUYNHBI UX PA3BUTHUS: HHPEKIIUH,
TPaBMBl, HEWPOAKAHTOLIUTO3 MPUMEHEHUE HapKOTUYECKUX CPEACTB,
HeliponentukoB. Kpome Ttoro, mpu cunapome Typerra Ooliee BBIPaKEHbI
COIIYTCTBYIOLINE KOTHUTUBHBIC U MIOBEICHUYECKUE HAPYLICHUS.

JuarHocrtuka. XoTd MHOroo0Opasue W JAUHAMUYHOCTD  OCJOMKHSIOT
JIMarHOCTUKY THUKOB, B TUITMYHBIX CIIydasX OHA PEAKO BbI3bIBAET 3aTpyAHeHus. Ho
WHOTJIa BCTPEUYAIOTCS JIUATHOCTHUYECKH CIIOKHBIE CIIydaW, KOrja THUKH ObIBaeT
HEJIETKO OTJIMYUTh OT MUOKJIOHUH, XOPEH, TUCTOHUH, (POKATBHBIX SMHICTTUYECKUX
MPUIIAJKOB WM IICUXOTE€HHBIX THUIIEPKUHE30B.

JInst TOYHOW JUArHOCTUKM THKOB HEOOXOJMMO 3HaTh UX OOIIHe
OTJINYUTEINIbHBIC TPU3HAKH, a TaKKe OCOOEHHOCTH HX TMPOSIBICHHUS B Pa3HBIX
peruoHax Tena.

1) Bo3zmooicHocmb 8pemMerH020 (Ha HeCKOIbKO MUHym u 06ojee) nooaeieHus
eunepKuHe3a ycuauem 607y - OJIHA U3 BaXKHEUIIMX OCOOEHHOCTEM THKOB, HE
XapakTepHas ISl TICUXOTEHHBIX THUIEPKUHE30B U OOJIBIIMHCTBA OOJBHBIX C
MUOKJIOHHEH. AHAJIOTMYHAs CIIOCOOHOCTh CBOMCTBEHHA M OOJIbHBIM C aKaTU3UEH U
CTEPEOTUIIUSIMU.

2) HmnepamugHvlil no3vi8 K O08UMCEHUIO YacTO TMPEIUIECTBYET THKY, HO
aHaJIOTUYHBIN (DEHOMEH BO3MOYKEH TaKXKe MPU aKaTU3UH, CTEPEOTUITHSIX, CHHIIPOME
OECTOKOMHBIX HOT, MAPOKCU3MATBHOU TUCKUHE3WH, WHOT/A TUCTOHHUMU.

3) [Ilposoyupyrowue ¢axmopwi. 1Ipou3BoONIbHBIE JIBHXKEHHUSI OOBIYHO

0CJIa0JIIIOT TUKH, HO YCUJIMBAOT MUOKJIIOHUIO U JTUCTOHHIO. OTBiIcUeHNE BHUMAHHUS
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Ha BBINIOJIHEHNE YMCTBEHHBIX WU (PU3UUECKUX JIeUCTBUM (paboTa Ha KOMITBIOTEPE,
dbu3nyeckass akTUBHOCTb, MOJIOBOM aKT) OOBIYHO OCJIA0JISET TUKH, HO YCUJIIMBAET
NO3JHIOK JIMCKUHE3WI0 W HE BIMSIET JMOO YCWIMBAET MHOKIIOHHUIO, XOPEIO,
TUCTOHUIO. BonHeHue ycuimuBaer ai000il THNepKrHe3, HO OCOOCHHOCThIO THKOB
SBJIIETCSI TO, YTO OHM MOTYT yCWJIMBAThCS M B COCTOSIHUU PacCiabieHUs TMOCIe
CTpecca, Korja OTnagaeT He0OX0IMMOCTh CAEPKUBATh HX.

4) Jlokanuzayusa. JIns TUKOB XapaKTepHa NEpBOHAuYajibHAs JOKAIU3AlUs B
o0nacTd nUHa C TMOCIEAYIOINIMM PAaclpOCTPAHEHWEM THUIEpPKUHE3a B POCTPO-
KayJ1aJIbHOM HalpaBJICHUU.

5) Bospacm Hauana. Tukd MOTYT HA4YMHATHCS MPAKTUYECKU B JTHOOOM
BO3pacTe, HO B MOJIABIISAIOIEM OOJIBIIMHCTBE CIy4aeB JAEOIOTUPYIOT B JOBOJIBHO
OTpaHUYEHHOM BO3pacTHOM jauarnaszone (4 - 10 jer). 3ta 0cOOEHHOCTh MOXKET ObITh
nosie3Hou s AudpepeHImaibHON JMarHOCTUKY, TeM 0oJiee, €Clu y4ecTh, UTO B
TOM BO3paCTE pexe Ne0I0TUPYIOT Ipyrue 3a00J€BaHMUsl, BEI3bIBAIOIINE TUIIEPKUHES
TOM K€ JIOKaIu3aluu (Harmpumep, JUMCTOHnYECKHi Oaedapocmnazm).

6) Hanuuue soxanuzayuti.

CroxHble MOTOPHBIE THKHM MOTYT HAllOMUHATh W CTEPEOTHNUU -
KOOPJAMHUPOBAHHbBIE, HO Oe€cClLeNbHbIC JIBWYKEHHS, MOHOTOHHO BBITIOJHSIEMbIC B
TEUEHUE JUIUTEIHHOTO BPEMEHU B YIIEpO HOPMAJIbHOW aKTHUBHOCTU (HAIpUMED,
pacKauMBaHHUE TOJOBOW WM TYJIOBUILEM, >KEBATEIbHbIC JBIKECHUS, MOTUPAHUE
najbllaMl, COCaHUE MajiblleB, KPy4YEHUE BOJIOC, BBITMpAaHHE HOca U T.A.). B
mudepeHnnanbHON TMarHOCTUKE BAXKHO YUWTHIBATH KIMHUYECKUM KOHTEKCT -
CTEPEOTUTIMH OOBIYHO BO3HHMKAIOT Ha ()OHE YMCTBEHHOW OTCTAJIOCTH, ayTHU3MA,
BPOXKACHHOM CJIEMOTHI M TIIYXOThl, HEBPO3a, MU30(PPEHNH, a TaKKe y OOJBHBIX C
MO3HEN TUCKUHEZUEN.

Ho ocobeHHo TpyIHO OTJIMYUTH CJIOKHBIE MOTOPHBIE TUKA OT KOMITYJILCHUH -
MOBTOPSIIOIMIMXCST  MPOCTBIX  WJIM  CJIOXKHBIX  («PUTYaJbHBIX»)  JIEUCTBUH,
BO3HHKAIOIIUX BCIIEACTBUE BHYTPEHHEHN MOTPEOHOCTH, KOTOPYIO OOJIBHOM ONIYIIAeT
KaK MppalMoHaIbHYI0, HO HE CIIOCOOEH €l MPOTUBOCTOATh. B OTIMYME OT THUKOB,

KOMITYJIbCUM OOBIYHO SIBIISIIOTCSI peaju3aiueil 00CecCHuu - HppariioHAIbHBIX,
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WHOT/Ia HEJICTIBIX HAaBSI3YMBBIX 00pa30B, MBICIEH WM YYyBCTB, MPECIECHYIOIINX
OONMBHOTO, W BBIMOJHSIOTCS MPOU3BOJIBLHO C OCO3HAHHBIM HAaMEpPEHHEM
MPEIOTBPATUTh, HApACTaHWE TPEBOTM W BHYTPEHHETO JuUCKoMdopTa WU
NpeaynpenuTh HEKOE HeXelareabHoe coObiTHe. KOMMynIbCcHU TPOSBISIOTCS
JNEHCTBUSMH, CBSI3aHHBIMU C OYHINCHHEM (HAIpUMEpP, HaBSI3YMBOE MBITHE DPYK),
HaBEJICHUEM HJICATHHOTO MOPSAKA, CIETOM U T.1I.

Tukom wHOTIAa OMMUOOYHO HA3BIBAIOT JOOPOKAYECTBEHHYIO JIHIICBYIO
MUOKHMHIO - TIPEXOAIINE MOJCPTUBAHUS MUMHYECKUX MBIIIII, Yale KPyroBOH
MBIIIIIBI TJ1a32a (C OJTHOM MJIH JIBYX CTOPOH), BO3HUKAIOIIUE Y BIIOJIHE 3I0POBBIX JIUIT
IIPU NepEyTOMIICHUHU, BOJIHEHUH, TTOBBIIIICHHOM MOTPe0IeHNHN KOde W KYpEHUU U
He  TpeOyromme  crnenuduueckoro  JsiedeHus.  OOBIYHO  MOPOSBICHUSA
JOOPOKAYECTBEHHOM JIMIIEBOM MHUOKUMHUHU MPOXOASAT B TEUECHUE HECKOJBKUX JTHEU

HJIN HCACIIb, HO B ITOCIICAYIOIICM MOTYT IIOABJISAATBCA BHOBD.

Kiaunnyeckast KJIaCCI/Iq)l/IKaHI/IH THKOB

ITHOJIOTHYECKAA OcHOBHBIE HO30/10THYECKUE (POPMBI
KaTeropus
IlepBuYHBIE TUKH [Ipexopsiue (TpaH3UTOPHBIC) TUKH;

XPpOHUYECKUE THUKMU:
MoTtopHbIe
BoxkaibHbie
Cungpowm Typerra.

Tuku B3pOCIbIX;

CeHWIbHBIE TUKHU

Bropuunsie [lepunatanbHas  sHuedasonaTuss W JETCKUM
(cumMmITOMaTHYECKHE) 1uepeOpaIbHbIN Mapainy;
THKH [ToGouHOE nelicTBUE JIEKapCTBEHHBIX CPEJICTB;
Nudexunonnsie:
DHueanuTbl

PANDAS-cuaapom

UYepenHo-mMo3roBasi TpaBMa,
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[{epebpoBackysipHbIe 3a007€BaHUS U BACKYJIUTHI;
XpOMOCOMHBIE aHOMAJIUHU

Toxkcuueckue/mMeTaboanueckue SHIehanonaTH

Tukun npu IPYTHUX
JIeT€HEPATUBHBIX
3aboneBanusix [[HC

bonesns I'enTHHITOHA;

[Iporpeccupyronmii HAAbSACPHBIN MAPAINY,
Nauonatnyeckas JUCTOHUS
HenpoakanTouuros;

Heiiponerenepaiium ¢ HAKOTIJIEHHUEM JKeJIe3a;

HepBI/I‘{HaH TUIICPIKIIJICKCHUA

TukM MpU TICUXUYECKHUX
00J1e3HAX

[u3odpenus;

AyTtnsm

Ilpumeuanue:
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§ 2.4. XOPEMYECKUE I'MIIEPKUHE3bI

TepMmuH «xopes» MPOUCXOIUT OT IPeYecKoro cioBa Choreia, o3Havaromero
«Ta”Heny. BroepBble B MEIUIMHCKOM KOHTEKCTE €ro HCMOJIb30Ball aJIXUMHK
[Tapanensc (1493 - 1541 rr.) npu onucanuu Chorea Sancti Viti (Tuisicka CBSITOro
Burra), KoTOpas, BO3MOXHO, Oblla SMHUIEMHYECKHUM BapHaHTOM HCTEPUUYECKON
XOpeH y JI0JIeH, BMAJaBIINX B PENUTruo3HbIN 3KcTa3. [loznquee Tomac Cuaenram
(Thomas Sydenham, 1624 - 1689 rr.) B mipoliecce U3yueHus IISICKH cBITOro Burra
BbIIETIIT (DOpMY JAETCKOM XOpeH, KoTopas Temepb HocuT ero ums. B 1872 r.
Jxopmxk I'entunrton (George Huntington, 1850 - 1916) onucan HaciencTBeHHBIN
BapUMaHT XOpeu ¢ Je0ITOM BO B3pPOCIOM BO3pacTe, COMPOBOKIAOITUIICS
KOTHUTUBHBIMU U TICUXUYECKUMU HapylieHUussMu. BriociencTBuu 310 3a00ieBaHue
noyiy4msio HazBaHue «Oone3nb ['entunrrona» (bI') (B muTeparype Hepelnko oHa
TaKxke 0003HaYaeTCs Kak «xopes | eHTUHTTOHay ).

Xopess XapakTEepU3yeTCs CPABHUTEIBHO OBICTPHIMU, HEPUTMUYHBIMU,
TOJIYKOOOpPa3HBIMH U HEKOOPAMHUPOBAHHBIMU HACWUJILCTBEHHBIMU JBUKEHUSIMH,
BO3HUKAIOIIME 0€CIOPSAI0YHO B PA3IMYHBIX YaCTIX Tena. [ unepkruHes yalie BCero
BOBJICKAET JHUCTAJbHBIE OTAEIbl KOHEYHOCTEW, MUMHUUYECKUE MBIIIIbI, WHOTIA
MBIIIIBI [JIOTKH, TOPTaHU, TyJoBUIIA. HacunbCTBEHHBIE NBUKEHUS HAIIOMUHAIOT
rpUMacHUYaHbe, KPUBJISIHUE, HAPOUYUTHIC Y)KUMKHU, TAHIICBAJIbHbBIC JIBUXKCHMUSI.

st OONBHBIX C XOPEMYECKUM TUIEPKUHE30M XapaKTepHO HAPYIICHHE
MOTOPHOTO KOHTPOJISI M HaJIU4he «UHTUOUTOPHBIX May3» MpHU MPOU3BOIHLHOM
MBIIIIEYHOM COKpAILIEHHH, MO3TOMY OHHM HE MOTYT HEMNOJBHXHO YyAEpPKUBAThH
BBIBEICHHBIM W3 TOJOCTU pTa $3bIK, MOCTOSHHO HUMITYJbCUBHO MEHSIOT I03Y,
POHSIOT TIpeaMeThl. HecrmocoOHOCTh K MOAICPIKAHUIO MOCTOSIHHON 3aJJaHHOM O3Bl
SBJIIETCSI BECbMAa PpPAaHHUM CHMITOMOM, CIIOCOOCTBYIOIIMM  BBISBJICHUIO
MUHHUMAaJIbHO BBIPOXXEHHBIX (PopM 3a00JIeBaHUS.

Xopesi, Kak TMpaBWwiIO, YCUJIUBAECTCS TNIPU BOJIHEHWU, HWHTEHCUBHOMU
YMCTBEHHOU AESATEILHOCTH U IEPEMEHE MOJI0KEHUS TEJa; B 3TUX CIydasiX HEPEJIKO

BO3HUKACT HACTOSIILMN «BCIUIECK» HEMPOM3BOJIBHBIX JBUXKEHHUM, HOCAIIUN
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XapakTep <«JIBUraTEeJbHON», WM «Xxopenueckod Oypu». IlombiTka yaepxathb
TMIIEPKUHE3 YCUJIMEM BOJM OOBIYHO YJAE€TCs JMILIb HAa HECKOJIBKO CEKyHJ U B
KOHEYHOM CYET€ TOJBKO YCWIMBAET CIEAYIOIIMA 3a O3TUM JBUTATEIbHBIN
HapoOKCHU3M. XOpEHWYECKUIl THMIEPKUHE3 YMEHBIIAETCS B COCTOSIHUM IIOKOS U
IIOJIHOCTBIO HCYE3AET BO CHE.

[Io pacnpoCTpaHEHHOCTHM XOpPEWYECKHE THIEPKUHE3bl MOTYT OBITh
1oJipa3esieHbl HA TEMUCUHAPOMBI U reHepanu3oBaHHble Gpopmbl. Hozomornueckas
KJIacCU(pUKAIUs TMPENoiaraeT BelJIeJICHUE ABYX OCHOBHBIX TPYII THIEPKUHE30B:
1) «mepBUYHBIE»  XOPEUYECKUE  TUIEPKUHE3bI,  SBIAIOIIMECS  BEIYLIUM
KJIMHUYECKUM TPOSIBICHUEM psiAa JereHepaTuBHbIX 3a0oneBanuii L[HC; 2)
XOpEUYECKHE THUNEPKUHE3bl KaK OJWH U3 CHUMIITOMOB BOCHAJIUTENIbHBIX,
HepeOpOBACKYIISPHBIX, METAa0O0JIMYECKUMX W HWHBIX CHUCTEMHBIX 3a00JIeBaHUMN
JETCKOT0 WJIHM B3pOCIOro Bo3pacTa. Takoe Moapas[eleHue SIBISETCA TOCTaTOYHO
YCIIOBHBIM, OJIHAKO BEChbMa YyJIOOHBIM C MPAKTHUYECKOW TOYKM 3pPEHHUS, MO3BOJISA
aKLEHTUPOBAaTh BHUMAHUE HA OCOOCHHOCTSIX BO3HUKHOBEHMs, TEUEHHUS U psna
JIPYTUX KIMHUYECKUX XapaKTEPUCTHK TMIIEPKUHE30B, OTHOCAUIUXCS K YKa3aHHBIM
rpynmnaM; BCE€ 3TO HMeeT OOJIbIIOe 3HAYEHUE B KIMHUYECKOM JHMarHOCTHKE

COOTBETCTBYIOIIMX 3a00JIEBaHUIA.

Kinunnyeckas kiaccupukanus xopeu

ITHOJIOTHYECKAA OcHOBHBIE HO30/10THYECKUE (POPMBI
KaTeropus
IIepBuuHas xopes bosie3ns I 'eHTHHITOHA;

HacnenctBennas qoOpokavyecTBeHHAsI XOpes;
CenunbHas xopes;

Nanonatnyecknil MapoKCU3MaIbHBIA XOPE0ATETO3

Bropuunas JlekapcTBeHHas xopes;
(cumnTomaTudeckasi)
xopes

Mauias xopes;
Xopesi OepeMEHHBbIX;

OHiiedanuThl, 11epeOpPOBACKYIISIPHBIEC 3a00JIeBaHNA,
CHUCTEMHas KpacHas BOJTYaHKA U
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aHTHPOCHOMUIUIHBIA CHHAPOM, XPOHHUYECKASI
NeYCHOYHAs SHIE(aTonaTusl.

Xopes pu JIPYTHUX
HACJICICTBEHHBIX
JIeTeHEPAaTUBHBIX
3aboneBanusix [[HC

XOpeoaKkaHTOLMUTO3;

CrnuHouepeOeIsipHble aTaKCHH;
Heliponerenepanuu ¢ HaKOIUIEHUEM XKENE3a;
ATakcusA-TEICaHTN0IKTa3HS;

CemeliHas KaiablUpUKaLUs 0a3aIbHBIX TAHTJINEB,;
['enaToneHTUKYISApHAS IeTEHEepaLus;

bones3ns Jlema-HaiixaHna;

Hapymienus oOMeHa AMUHOKHUCIIOT
(aMuHOAIIMYpHH),  YIJIEBOAOB  (TallaKTO3EMUs,
MYKOTIOJINCAXaPHUI03bl, MYKOJHUITHUIO03bI), JIAIIHIOB
(TraHTIMO31/1035], C(OUHTOTUTINIO3, LEepOu/I-
Tuno(dyCluUnHO3, JIEUKOAUCTPOPUN);

MuToXoHApHANIbHBIE SHIIE(PATOMHOIIATUN
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§ 2.5. MUOKVIOHNYECKHUE I'MITEPKUHE3bI

MuoknoHus, WM MHOKIOHYC (Tped. myoclonus - MblllieyHas cymopora)
IpEeJCTaBIsieT COOOM BHE3aNHbIE, OTPHIBUCTHIC, OYEHb KOPOTKHE MapOKCHU3MBI
HEMPOU3BOJIBHOIO COKPAILEHHWS] MBI KOHEYHOCTEW, JMIa W TYJIOBHINA,
HMCTOYHHUKOM KOTOPBIX SIBIISIETCS BO30YK/ICHHE B [ICHTPAIbHON HEPBHOU CHCTEME.

MuokiIoHus OTHOCHUTCA K YHMCIy Haubosiee OBICTPHIX THUIEPKUHE30B Y
YeJIOBEKa. BHEIIHE MHUOKIOHWYECKHE COKPALIECHUsI MBI BBINVSIAAT KAk
BHE3AIHBIA «yAap TOKay», IPUBOIALIMN K B3APATUBAHUIO, HEOKUIAHHOMY PE3KOMY
N0JI0OpaChIBaHUIO JBUTATEIbHOIO CErMEHTa JHO0 upe3BblYaliHO ObICTpOMY
IIEPEMEILICHUIO YaCTH Tejla WIM KOHEYHOCTH B IIPOCTPAHCTBE.

B oTnvune OT OUCTOHMYECKUX CIa3MOB, MHUOKJIOHUYECKHE IOACPTHBAHUS
0osee KpaTKOBPEMEHHbI M HE MNPUBOAAT K (POPMUPOBAHHUIO CKOJIBKO-HUOYIb
CTOMKHUX MATOJIOTMYECKUX 1103. B oTiInume oT Xopen, MUOKJIOHUHU 00Jie€ OTPBIBUCTHI
Y JUCKPETHBI, OHM HE MEPETEKAIOT C OJHOW MBIIICYHOM TPYyNIbl Ha Apyryro. B
OTJINYAE OT THUKOB, MHOKIOHUUM HE COIPOBOXKIAITCA BO3HUKHOBEHHEM
MPEAIIECTBYIOIIETO  MMIEPATUBHOIO  JKEJIAHUS  COBEPLINTH  ONPENEIICHHOE
JBUKEHHE, B 3HAUUTEIBHO MEHbILEH CTEIEHHW MOTYT OBbITh 3aJep’KaHbl yCHINEM
BOJIU, HO B OOJIbIIIEH CTENEHN HApYIIAIOT OBCEIHEBHYIO aKTUBHOCTb.

OCHOBHBIE KIMHUYECKUE TUIIBI MUOKIIOHUU:

1. ITo pacnpeneneHuio TUIIEPKUHE3a BBIACISAIOT YEThIpe BUAA: (POKAIBbHYIO,
CErMEHTApPHYI0, MyJIbTH(POKATbHYI0, T€HEPATH30BAHHYIO0 MUOKIJIOHHMIO.

DoxanvHas MUOKIOHUA BOBIIEKAET TOJBKO OJHY MBILICYHYIO TPYNIy WU
HECKOJIBKO COCEHUX MBIIIILL;

Ceemenmapnas - CMEXKHbBIE MBIIEYHBIE TPYTIBI B OTHOM U3 PETHOHOB TEJIA;

Mynvmughoxanvras MUOKIOHHS XapaKTepHa OJTHOBPEMEHHBIM BOBJICUCHHEM
OTZEJIbHBIX MBIIIL] WJIM MBIIIEYHBIX TPYIII B PA3JIMYHBIX PETHOHAX TENa;

l'enepanusosannas - xapaxktepusyercss IU(PQPy3HbBIM OXBATOM MBIIICYHbIX

IPyIIIL.

2. Ilo MexaHu3My BO3HUKHOBEHUS Pa3INYaOT:
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- CIIOHTaHHbIE MUOKJIOHUH, BOZHUKAIOILIUE B ITOKOE;

- peduekTOpHbIE MHUOKJIOHHH, BO3HUKAIOUIME TPU BHE3AIHOM 3BYKE,
BCIIBIIIKE CBETA, MPUKOCHOBEHUHU, OOJEBOM pa3fpaXeHUH WX OBICTPOM
pacTSHKEHUU MBIIIIIBI,

- KHHETHYECKHE (AKIIMOHHBIE) MHOKIOHUHM, BO3HUKAIOIIME TOJIBKO IpHU
IIPOU3BOJIBHOM JIBUKEHUU.

3. [To naTopu3n0I0rN4ecKoMy MEXaHU3MY BBIICIISIIOT:

- IO3UTUBHBIC MUOKJIOHUH, CBA3aHHBIE C MBIIIICYHBIM COKPAIICHUEM;

- HETaTUBHBIE» MUOKJIOHUH, BEI3BAHHBIE KPATKOBPEMEHHBIM BBIKJIFOUCHHEM
MBIIIEYHOTO TOHYCA.

[IpumepoM HEraTMBHOM MHOKIOHUM SBJISETCS acTepUKcUc (OT Trped.
asterigma - 0e3 Mo IeP>KKK) - OBICTPbIC HEPUTMHUYHBIC KOJIeOaTeIbHbIC TBUKCHUS
KOHEYHOCTEW WM APYrHMX 4YacTell Tena, AENarolIMe HEBO3MOXKHBIM yJepKaHUE
ONPENEIICHHOW TO03bl W BBI3BAHHBIE KPATKOBPEMEHHOW ATOHMEM MBI,
MOIJIEP>KUBAIOIINX 1103Y. YTOOBI BHIIBUTH aCTEPUKCHUC, OOJIBHOTO MPOCST BHITSIHYTh
PYKH U Pa30THYTh KUCTH. Yepe3 HEKOTOPOE BpeMsl HACTyMaeT ObICTpoe crudaHue
KUCTeH («KUCTh TAJaeT») M TNalbleB C TMOCIASAYIOMUM MEJICHHBIM HX
pazrubaHueM. DTO MOBTOPSETCS OAWH MM HECKOJBKO pa3 B MHUHYTY. [IpuunHoi
acTepuKcuca OCOOCHHO 4YacTo ClyXaT MeTa0oiauveckue dHiledaaonaTuu
(HampuMep, IEYCHOYHAs WJIM yPEMHUUECKasi), HTHTOKCUKAIIUS aHTUKOHBYJILCAHTAMU.
OOHOCTOPOHHUI aCTEPUKCUC HAOIIOJAETCS MPY MOBPEKIECHUU TallaMyca, CPEHETO
MO3Ta, J0OHOW UM TEMEHHOM KOPHI.

HeratuBHbIil XapakTep UMEET M MHUOKJIOHUS, BOBJICKAIONIAS aKCUAIbHYIO
MYCKyJaTypy W TMpPOKCUMAaJbHbIE OTAEJIbl KOHEYHOCTEH W  BbI3BaHHAs
TUIIOKCUYECKUM MOBPEkKIeHHEM Mo3ra (cuHapom Jlanca—Agamca, cM. HUXKE).

4. Tlo nokanu3alMyM TEHEPUPYIOIIETO oOYara BBIICISIOT: KOPKOBYIO,
MOJIKOPKOBYI0, CTBOJIOBYIO, CETMEHTAPHYIO (CIMHAIBHYI0) MUOKJIOHHUIO.

Kopkosasa muoknonus MOxeT ObITh Pe3yJIbTaTOM SMUICHTHUECKOTO paspsiaa
IPYIIbl  KOPKOBBIX HEUPOHOB. OTIWYUTEIBHBIMU 4YE€pTaMU  MHUOKJIOHUH,

TeHEPUPYEMOM CEHCOMOTOPHOM KOPOH, SBISIFOTCS: PEPIIEKTOPHBIN U KHHETUYECKUN
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xapakTep, (oKaJbHOE WM MYJIbTU(POKAIBLHOE paclpe/iesieHue TUMEepKUHe3a, —
MIPEUMYLIECTBEHHOE BOBJICYEHNE JUCTAIBHBIX OT/IEJIOB KOHEYHOCTEM.

Ilookoproeas MWOKJIOHHSI OOBIYHO TPOSIBISETCS TOJBKO TPU JIBUKCHUU
(KMHETUYEeCKass MUOKJIOHHMS ), Yallle BCErO BOBJICKAET MBIIIIIBI JIUIIA, II€U, BEPXHUX
KOHEYHOCTEHW U HEPEAKO COYETAETCS C AUCTOHUEH.

Cmeonosasi MUOKIOHUS OOBIYHO OBIBA€T T€HEPAJIM30BAHHOM U HMEET
MPEUMYIIECTBEHHO Pe(IEKTOPHBIN XapaKTep.

CeemenmapHnas MHUOKIOHUST OOBIYHO BOBIJICKACT MBIIIIEI, THHEPBUPYEMBIS
OHUM WIH HECKOJIbKHMMHU CMEXKHBIMUA YpPOBHSIMH CTBOJIA WJIU COCEIHUMU
CErMEHTaMH CHUHHOro Mo3ra. OOBIYHO OHA XapaKTepu3yeTcs CIIOHTAaHHBIMU
PUTMHUYHBIMA ~ MBIIIEYHBIMU  COKpalleHUsAMH  dYacTotod 1-3/c, KoTOphIe
COXPaHSIOTCA BO CHE U HE MOJIBEP/KEHBI BIUSHUIO N3MEHEHUH O3Bl MU CEHCOPHBIX
CTUMYJIOB.

5. Horpa BBIAENAIOT Takke NepudepuyecKyro MUOKIOHHIO, CBSI3AHHYIO C
MOPaXEHUEM  KOPEUIKOB  CIIMHHOMO3IOBBIX  HEPBOB,  CIUIETEHHH WU
nepupepruvuecKux HEPBOB.

6. Ilo BpeMEHHOMY pHCYHKY BBIICIAIOT: HEPUTMHYHYIO, PUTMHUYHYIO
MHUOKJIOHHIO, (MuopuTMut0). [locneaHsst HamoMUHAET TPEMOP.

7. OTaenbHO pacCcMaTpPUBAKOT (PU3MOJOTHUUECKYI0 MHOKJIOHHUIO, K KOTOPOi
OTHOCSIT:

MUOKIIOHUI0O CHA - W30JUPOBAHHBIE HEPUTMUYHBIE MHOKJIOHUYECKHE
MOAEPTrUBaHUs KOHEYHOCTEM M TYJIOBHUIA, BO3HHMKAIONIME MPH 3aCHIIAHUU Y
OOJBITMHCTBA 370POBBIX JIFO/ICH, 0COOEHHO B JETCKOM BO3pacTe (THIMHAroruyeckas,
WJTU TUITHUYECKash MUOKJIOHUS ).

MUOKJIOHUIO Ucnyea - BHE3AIMHbIE TApPOKCU3MBI OOIIEro «B3paruBaHU,
HEMPOU3BOJILHOM JBUTaT€IbHOM peakiMu 3allUTHOTO THUINAa B OTBET Ha
HEOXHUJAHHbIE pa3JipaKuTeNnn (pPe3Kuil OKJIMK, BCIBIIIKA CBETa, HEOXKUJAHHOE
MPUKOCHOBEHUE W T.M.). Takue MHUOKJIOHWU TPEACTABISIOT COOOW MPOSBICHUE
MOJINCUHANITUYECKOTO CTapTi-peduiekca, JyTa KOTOPOTO 3aMBIKAETCS HA ypOBHE

yerBepoxoimus.  Crapria-pediiekc  CONpPOBOXKAACTCA  (PU3HOJOTHUECCKUMHU
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BET€TaTUBHBIMU CIIBUTAMU - TaxUKapJIUeH, TOBBIIMICHUEM apTEepPUATBLHOIO
JIaBJICHHS, KPAaTKOBPEMEHHBIM aITHO?D C IMOCJICAYIONIUM ydallleHueM Abixanus. Ot
GU3MONOTUYECKOH ~ MHUOKIOHHMM ~ HUCIyTa  CIEAyeT  OTAWYaTh  CHHAPOM
eunepakniekcuu - o0co00e COCTOSHHE, XapaKTepusyroleecs MaToJOTHYeCKU
YCUWJICHHBIM  CTapTII-pedIEeKCOM W  HEAJCKBaTHO OYpHBIMHU, BBIYYPHBIMH,
pPa3MalIUCTBIMU JIBUTATEIIbHBIMA PEAKIUSAMHU, TOANPHITUBAHUEM, Pa3IUYHBIMU
aBTOMaTH3MaMH B OTBET Ha BHE3AITHbIE CEHCOPHBIC CTUMY/JIHI.

uxoma - TIOBTOPSIIOIIHUECS HENPOU3BOJBHBIE COKpAIICHUS MYCKYJIaTypbl
niapparMpl ¥ TOpTaHH, OOYCJIOBJICHHBIE pa3ApaKCHUEM COOTBETCTBYIOIIMX
IIEHTPOB HIDKHMX OTACJIOB CTBOJIAa MO3ra, BOJIOKOH OJyXXJarolmero u
nuadparmanbHOro HepBOB. Hambosnee TUNUYHOM NPUUUHOW MKOTHI SIBISIETCA
MEPEePACTSIKCHUE KEIyAKa, CBSA3AHHOE C HApYyIICHWEM MHUIIEBOTO pPEeXUMA.
[Tatonoruueckass UKOTa MOXET OBITh 00yCIIOBIEHA 3a00JIEBAaHUSMHM KEITYJOYHO-
KUIIIEYHOTO TpaKTa, CPEIOCTEHUs, MEpUKapJa, HWHTOKCHUKAIIMSMU, a TakKkKe

IMOPaXXCHUCM CTBOJIA I'OJIOBHOT'O MO3TI'a M THIIOTaJlaMyCa paanquﬁ 9THOJIOI'UH.

Kiannaunuyeckast Kiaaccu@puramusa MUOKJIOHUA

ITHOJIOTHYECKAA OcHOBHBIE HO30/10THYECKUE (POPMBI
KaTeropus

ITepBruHas MUOKJIOHUSA | DCCEHIIMANIbHAs MUOKJIOHHUS,
Hounast MUOKJIOHUS;
ITepBUYHas TUTIEPIKILIEKCHS,

[lepBuuHas peTukysipHas pedaekTopHas
MHOKJIOHUSA

Bropuunas muoknonus | [loctrumokcnueckass muokiaonust (cuaapom Jlanca-
Anamca);

JlexkapcTBeHHAass MMOKIIOHUS,

Muokyionust TIpu  MeTabOJIUUYECKUX/TOKCHUECKUX
sHIIeanonaTusiX,  YEPEmHO-MO3rOBOM  TpaBMe,
sHIlepanuTax, 3a00JICBaHUSIX CIMHHOIO  MO3ra
(ctmHATBHAS/TIPOTIPUOCTIMHAIBHAST MUOKJIOHHS )
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MUOKJIOHUY TIPU JPYTUX
JIeTeHEPATHBHBIX
3abomeBanmsax [THC

[Tporpeccupytoiasi MUOKJIOHUYECKAs aTaKCHS;
bonesns Kpeitrudenpara-Axooda;

boine3np Anpurerimepa;

bone3ns I entnHIrTOHA;

MynbsTucuctemMnas arpodus;

Koprtuko6azanbHas nereHepanus

DnuiaenTuyeckas
MHOKJIOHU
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§ 2.6. IPYTUE T'MIEPKUHE3bI U PACCTPOUCTBA
JABU/XKXEHUSA

banausm

bamnusm (rpeu. ballismos - moamnpeIruBaHue, OpocaHue) XapaKTepU3yeTcs
pPE3KUMU, OPOCKOBBIMH, KPYITHOAMIUTUTYIHBIMH JIBFDKCHUSIMH B TPOKCUMATBHBIX
OTJIeJaX KOHEUYHOCTEH C BpallaTeIbHbIM KOMIIOHEHTOM.

[IpuarMasi BO BHMMaHHE OMPEICICHHOE (PEHOMEHOJIIOTUYECKOE CXOJICTBO
OQITMCTUYECKUX JBUTATENbHBIX TOTYKOB U XOPEUUECKUX MOAEPTUBAHUM, a TAKXKe
HAOJMIOMAIONIYIOCS B psifie CilydyaeB KOMOWHAIMIO JAHHBIX HACUJIHCTBEHHBIX
JBIKEHUA W WX CXOOHYH0 KIMHUYECKYI0 JWHAMUKY, HEKOTOpbIE aBTOPBI
paccMaTpuBaroT 0aJUIM3M Kak 0COO0YI0 Pa3HOBHIHOCTh XOPEUUYECKOTO IMIIEPKUHE3A.

B OGosblimMHCTBE Cily4aeB JaHHBIA BUJ SKCTPAIUPAMUIHOIO THIEPKUHE3A
ObIBa€T OJHOCTOPOHHUM (TemuOamu3M). Ilpu BoBIEYEHMM O0OEUX CTOPOH, YTO
ObIBaeT Tropasfo pexe, roBopsAT o mnapabamauzMe. Bo3MoXHO BOBIEUEHHE B
TUTIEPKUHE3 OJHOM KOHEYHOCTH (MOHOOAQIM3M), a TakKKe TeHepaIu30BaHHas
dbopma runepkunesa (Onbammsm).

Haubonee wactoit mpuunHOil reMubamiv3ma siBISIETCS MIIEMHUYECKHUH, pexe
reMOpparuyeckiii  MHCYJbT B  KOHTpaJaTepajlbHOM  MOJyLIApUM  MO3Tra,
3aTparuBapIui  o0nacTh cyOTamamMuyeckoro sapa. Bo3moxHO pa3Butue
reMuOaIiu3Ma  BCIEACTBMM  BEHO3HOM  AaHTMOMBI M apTEPHO-BEHO3HOMU
Malbpopmariuu.

bannusm  xapaktepusyercss pEe3KHMMH  Pa3MalllMCTBIMU  JIBIDKCHHSIMH,
MPOUCXOMSIIMMH, TIABHBIM 00pa3oM, B IUIEYEBOM U (pexke) Ta300eApeHHOM
cycraBax. Heckoiabko yame B THMIEPKHMHE3 BOBJIEKAETCS JIEBas CTOPOHA TeJa.
WNuorna moiHble OPOCKOBBIE JBUKEHUS NMPUBOJAAT K HAPYILIECHUIO PaBHOBECUS U
NaJICHUI0 OOJBHOTO, MOBPEXKACHUIO KOXKHM U MOJKOXKHBIX TKaHeil. boibHble HE B
COCTOSIHUHA CaMOITPOM3BOJIBHO YZAEpP’KaTh TMIIEPKHUHE3 AK€ Ha KOPOTKOE BpEMSI.
Kak u mpu kiaccuyeckod Xopee, 3MOLMOHAIBHOE HaIpsKeHUE CIOCOOCTBYET

YCHIICHUIO BBIPAKCHHOCTHU Oanu3Ma. FI/IHepKI/IHGB IIOJJHOCTBIO HCYEC3aCT BO CHC.
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bonee 4yeM y mNOJOBHHBI OOJBHBIX HapsAAy C OAJTIMCTUYECKUMHU TOIYKAMHU
KOHEYHOCTEN HaOMIOJAlOTCs TUIEPKUHE3bl JIMIEBOM MYCKYJaTypbl, YacTo
COMPOBOXK/IAIOIIHMECS PACCTPOMCTBOM PEYH U TVIOTAHUS; MOYKET OTMEUATHCS TAKXKE
BOBJICYCHHUE AKCUATIBbHOW MYCKYJIATyphl TYJIOBHILA U LIEH.

®apmakoTepanus 0auiM3Ma OCHOBBIBAETCS HA UCIOJIb30BAHUU OJIOKATOPOB
n0(paMHHOBBIX PELENTOPOB M3 TPYIIbl HEUPOJENTHUKOB, MEXaHU3M JCHCTBUS
KOTOPOTO  CBA3BIBAIOT C YMEHBIIEHHWEM BBICBOOOXKAECHMS Jo(amMuHAa U3
PECUHANTUYECKUX TEPMUHAJIEH.

Becbma uacTto Ha3HaueHuWe aHTHAO(AMUHOBBIX IIPENapaToB HMMEET
«IpamMaTudecKui» 3PPEeKT U MPUBOIUT K 3aMETHOMY perpeccy Oauin3ma yxe uepes
2 - 7 nHeW mocie Hadaja JedeHus. Y HEKOTOPBIX OONBHBIX ONMKMCAHO YMEHbBIICHUE
BBIPAKEHHOCTU TMIEpKUHe3a npu HasHaueHun ["AMKepruyeckux mpenaparos -
BaJILIIPOATA HATPUS U Mporadua.

ATeTo03

ATtero3 (rped. athetos - nBKymwiics, MEHSIOIIMACS) MPEICTABIAET COOOM
AKCTpanupamMuaHbINA TUIIEPKUHES, XapaKTepU3yIOUIUIICS NOCTOSIHHBIMU
MEJICHHBIMM ~ 4YE€pBEOOpPa3HbIMU  JABM)KCHHUSAMHM B  JUCTAJbHBIX  OTHAEIax
KOHEYHOCTEH, Iee, f3bIKe, MbIIIIAax Jula. OTH JBWKEHUS OOYCJIOBIIECHbI
JUHAMUYHBIMHM ClIa3MaMU COOTBETCTBYIOIIMX MBIIIEUHBIX TPYII, B CBA3M C YEM
JIAHHBIN TUTIEPKUHE3 WHOT/Ia HA3bIBAIOT TMOJBHKHBIM CIla3MoM (spasmus mobilis).
[lo  pacnpocTpaHEHHOCTHM  THUIIEPKMHE3a  BBIAEISAIOT  IEMUATEeT03 |
TE€HEPAIM30BAHHBIN aTETO3.

ATEeTo3 «B YHCTOM BHJE» B KIMHUYECKOW MPAKTHKE BCTPEUYAETCS HEYACTO.
[Ipu HekoTopbix 3a0o0ieBaHUAX (Pa3bl PACIPOCTPAHEHHOIO ATETOUIHOTO Cla3Ma
ObIBalOT ~ CPAaBHUTEIBHO KPAaTKOBPEMEHHBIMHU, HANOMHHAs  XOpeu(OpMHbIE
nojepruBanus. B Apyrux ciiydasx TUIIWYHBIM I'€HEPAIU30BAHHBIA XOPEUUYECKUU
TUIEPKUHE3 COYETAeTCAd C aTeTOMJIHBIMU CYJOpOraMH B JTUCTAJbHBIX OTIENax
KOHEYHOCTeH. B Takux cutyanusx, Kkorja 4eTkas UIeHTU(PUKALUS IBUTATEIIbHOTO
pUCYHKa 3aTpyJIHEHa, TUIIEPKUHE3 0003HaYaeTcsi TEePMUHOM XopeoaTeTo3. NHorna

daza aTeTOMTHOTO Cra3ma SIBISETCS MPOJIOHTHPOBAHHOW, M COOTBETCTBYIOIIHE
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MBIIIEYHBIE TPYIIIIBI TPOJOJIKUTEIBHOE BPEMS OCTAKOTCS B COCTOSIHUN COKPAILICHUS;
JUIsl 0003HAYEHMSI TAKOTO THIIEPKUHE3a MHOTA UCTIONB3YETCSl TEPMUH aTeTOUIHAS
muctoHusi.  Takum  oOpa3oMm, aTeTo3  MOXET  paccMaTpuBaThCsi  Kak
«IPOMEXKYTOYHAs» - MEXIY XOpeed U JUCTOHHEN - Pa3sHOBUIHOCTh
AKCTpPANMPaMUAHOTO TUIIEPKUHE3A.

Yaie Bcero arero3 SIBIASETCS OJHUM M3 CUMITOMOB PacHpOCTPaHEHHOIrO
nopakeHus 0a3aibHBIX FAHTIIMEB PA3TUYHON ATHONOTHH. OH MOXET HAOIIOAAThCS
IIpU psJIE€ HACJIEICTBEHHBIX 3a00JIEBaHUI HEPBHON CHCTEMBIL. B penkux ciaydasx
aTeTo3 MOXKET OBITh TaK)Ke NPOSBICHUEM BOCHAIUTEIbHBIX, AyTOMMMYHHBIX,
TPaBMaTHUUECKUX, TOKCHYECKHX, META0OJUYECKUX, OIYXOJIEBbIX MOpPaXKEHUN
TOJIOBHOTO MO3ra.

CamocTosATENBHOE HO30JIOTMYECKOE 3HAYEHHE HMEET TaK Ha3bIBacMbIi
JNBOMHOW arteTo3. JIBOMHON arero3 mpelcTaBisieT COO0OM JO0CTaTOYHO XOPOIIO
U3YUYEHHYI0 (OpMYy JETCKOro LepeOpalbHOr0 mnapajvya M HaOII0AaeTcs, I0
JaHHBIM Psia aBTOPOB, NPUOIM3UTENBHO Y 5 - 25% nereil ¢ nmepuHaTaIbHBIMU
MOBPEXIEHUSAMH I'OJIOBHOT'O MO3Ta.

ATeTo3 MOXET OBbITh OJAHOCTOPOHHHUM WJIM ABYCTOPOHHUM. ATETOUIHbBIE
JBUKEHUS HAOJIIOMAIOTCSl Yallle BCEro B PYKE W BBIMJISAIAAT Kak HEMpepbIBHAA
MOCJEAOBaTEIbHOCTh  CrUOaHus,  pa3ruOaHusi, OTBEACHHUSA, MPHUBEACHUS,
MEJUIEHHOTO BpALEHUS NAJIBLIEB U KUCTH, IOCTOSHHOE YEPENOBAHHME Pa3IUYHBIX
BBIUYPHBIX I[103 JHUCTAJBbHOTO CErMEHTAa KOHEYHOCTH. Y OOJBHOTO MOTYT
HaAOJII0JaThCSl MYUYHUTENIbHbIE, BOJHOOOpA3HbIE CYJOPOTHM MBIIII S3bIKA W JIMIIA,
pa3HOOOpa3Hble  TOHWYECKHME  TpUMAchl,  HApyIIaeTcs W CTaHOBUTCA
HeuwJIeHOpa3JeabHOl pedb. JloOble IlieJieHamnpaBiICHHbIE  JBIKCHUS WU
HEOJIaronpUsITHBIE SMOIIMOHAIbHBIE (PAKTOPhI MPUBOJAT K YCUICHUIO TOHUYECKUX
MBIIIEYHBIX COKpalieHuil. Bo cHe runepkuHe3 ucye3aer U1 BO30OHOBISETCSA MOCIIE

npoOYKICHHUS.
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I'JIABA 3. IE'EHEPATUBHBIE 3ABOJIEBAHUSA
HEHTPAJIBHOU HEPBHOU CUCTEMbI

§ 3.1 SCCEHIIMAJILHBII TPEMOP (ESSENTIAL
TREMOR)

JCCeHIIHAIBbHBIN TPeMOp (HACIEACTBEHHOE MINONATHYECKOE IPOKAHME,
0oJie3nb MuHopa) - Hanbosee paclpoCTPAaHEHHOE HACIEICTBEHHOE 3a00IeBaHNE
AKCTPAMUPAMUIHON CUCTEMBI, IEPEIAOIIEECS M0 Ay TOCOMHO-TOMUHAHTHOMY THUITY.

JnuaeMuoJorus. PacnpocTpaHEeHHOCTh 3CCEHIMAIBHOIO TpEeMopa I0
JIAHHBIM pa3JIMYHbIX uccienoBareneir cocrapisieT ot 0,41% o 3,92% B oOuieit
MOMYJISIIUM U CYHIECTBEHHO BO3PACTa€T C BO3PACTOM. B OTAENBHBIX 3THUYECKHUX
rpynmnax pacupoCcTpaHEeHHOCTh ICCEHIIUATBLHOTO TPEMOPA MOKET OBITh BBIIIE, YEM B
oO11iei monyasiuuu u Jocturats 7,3%.

Jtuosorus. @PakTopaMH PpHUCKAa 3CCEHIUMAIBHOIO TPEMOpA SIBISIOTCS
BO3PACT, HACJIEICTBEHHOCTh U ATHUYECKAsl MPUHAIJIEKHOCTb.

Kak wn3BecTHO, MOJIOBMHA CIIy4aeB 3CCEHIMAIBHOTO TPEMOpPA BO3HUKAET
CIIOPAIMYECKH, a B APYroil MOJOBUHE CIy4aeB MPOCIICKUBACTCA HACIIEICTBEHHBIN
aHaMHE3 C ayTOCOMHO-JIOMHWHAHTHBIM THUIIOM HAacjeJOBaHUs C BapualOelbHOU
HKCIPECCUBHOCTHIO (CTEMEHb BBIPAXXEHHOCTH) W HEMOJHOM IMEeHETPAHTHOCTHIO
(MpOsIBIIIEMOCTH) MYTAHTHOIO I'€HA.

IaTorene3. CoBpemeHHasi koHienius paccmarpuBaer DT kak “cerebellar
tremor network disorder”. OcceHIMANBHBIA TpPEeMOp -  XPOHHUYECKOE
MPOTPECCUPYIOIIEE JABUTATEILHOE PACCTPOIMCTBO, B OCHOBE KOTOPOTO JIEKHUT
MaTOJIOTHYECKasi OCHUJUISITOPHAS aKTUBHOCTD B I1epeOeIIo-TaaMO-KOPTUKAITHHON
cucreme. CymiecTByeT HECKOJIbKO THUIIOTE€3 OTHOCHTEJNBHO MEXaHU3MOB
BO3HUKHOBEHHUS TPEMOpa, B TOM YKCJIe HEHpOJAereHepaTUBHAs TUIIOTE3a, TUIIOTE3a
LHEHTpalbHOM ocumwuiaTopHoll cet, ["AMKepruueckas rumnore3a U THUIOTE3a
BO3J/ICHCTBUSI O€Ta-KapOOJIUHOBBIX aJIKAJIOUIOB.

I'AMKepruueckass rumore3a MpEANoiaraeT YeTbIpe OCHOBHBIE CTaIuu

natorene3a 3aboneBanus: aereneparus ['AMKepruueckux knerok I[lypkuHbe B
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Kope Mo3keuka (ctaaus ), KoTopas NPUBOAUT K CHUXKEHHUIO MHTHOMpPOBAHUS
HEHpoHOB ero riyookux suep (ctamusa 1I), 4To B CBOIO ouepenb BBI3BIBAET HX
rurniepakTuBHOCTH (ctanusd III), a cneqoBaTenbHO, pUTMUYECKYIO AKTUBAIUIO SIIEP
Tajamyca M TOBBIIIEHHYI0 AaKTUBHOCTb TaJlaMO-KOPTUKAJIBHOIO IIyTH U
COOTBETCTBEHHO MOTOpHON Kopbl (ctagust [V). B pe3ynpTrare BO3HUKAIOT
AIBTEPHUPYIONINE WM CHHXPOHHBIE COKPAILECHUS MBIIII-ATOHUCTOB W MBIIIII-
AHTaroOHUCTOB, YTO IPUBOJUT K MTOSIBJICHUIO IPOKAHUS.

Kummnaunka. bosbmHCTBO aBTOPOB paccMarpuBaet T Kak MOHOCUMIITOMHOE
3a00JiIeBaHUE, €IMHCTBEHHBIM KIMHUYECKUM IPOSIBICHUEM KOTOPOTO SIBIISIETCA
npoxanue. g OT nHauOosiee XapakTepHbIM  SIBISIETCS  MEJIKO- WM
CpPEIHEaMIUTUTYIHOE JApPOXKAHUE PYK IPU HOPMAJIBHOM MBIIIEYHOM TOHYCE.
JlpokaHue OXBaThIBAaeT JIyu€3alsACTHbIE U  MACTHO(AIAHTOBBIE  CYCTaBBbl,
IpeACTaBIsAsl COOOM PUTMUYHO YEPETYIOUIUECS COKPALIEHUS MBI -AHTarOHUCTOB
(crubaTenu-pazrudaTeny KUCTH U nanbleB). [loutn y Bcex OonbHbIX DT apokanue
PYK OTYETIMBO BBIPAKEHO IIPU CTAaTUYECKOM HANPSUKEHHUH, IOAJNECPKUBAHUN
OMpENIeNICHHOW TMO03bl (MOCTypasibHBIM Tpemop). OH coxpaHsieTcsi, HO He
YCUJIMBAETCS MpPHU YyIEPKUBAHUM HMX B TIOJOKEHUHU CperHe(U3UOIOTHIECKOTO
crubanus 0Oe3 omnopbl. XapakTepHbiM mia OT dBisercs TO, 4TO ApOKaHHUE
COMPOBOXK/IAET KAXKIO€ IIeJICHAIIPaBICHHOE JBHU)KEHUE (KMHETUYECKH Tpemop),
COXPAHAACH MPH NMPUOIMKEHUH K LEeTH (TEPMUHAIBHBIA TPEMOD).

Tpemop pyk y 00JbIIMHCTBA O0IBHBIX MOSBISETCS PAHbILE IPOKAHUS JTHOO0M
JPYrol JOKaIW3alWd W Y HEKOTOPBIX OCTaeTCs E€AUHCTBEHHBIM CHUMITOMOM
3a00JIeBaHUsI OT HECKOJBKUX MECSIEB O HECKOJbKHX JieT. [IpakThuecku y Bcex
OOJBHBIX JPO’KaHWE Pa3BUBAETCS HCIIOABOJIb, BHauaje MOSBISAACH JUIIb TPU
BOJIHEHUH. Yallie OHO MOSABIIAETCS OJHOBPEMEHHO B 00enX pykax. Pexe HaunHaer
JIPOKaTh OJTHA pyKa, MpUYeM 4Yallle - mpaBas (y JieBIleH - ieBas). J{pokanue apyroi
PYKHU IPUCOEIUHAETCS C UHTEPBAJIOM OT HECKOJIBKUX MECSIEB 1O HECKOJIBKUX JIET.

Tpemop ronoBel HaOmoHaeTcst y 50% O00MbHBIX. Y HEKOTOPBIX O0TBHBIX T

)IC6IOTI/IpyeT APOKAHNEM I'OJIOBBI, OCTAIOIIUMCA U30JIMPOBAHHBIM Ha MPOTAKCHUU
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HECKOJIbKHX JIET, & B JaJIbHEHIIIEM K HEMY MTPUCOEIUHSIETCS] TPEMOP PYK HIIU APYTON
JIOKaIU3allUU.

Tpemop MUMHUYECKHX MBI HaOMr0MaeTcsi odeHb 4acto (60% OONbHBIX).
MHuorue 00JbHBIE CaMU OTMEYAIOT JpOKaHWE Ty0, BO3HUKAIOLIEE IMPHU YIBIOKE,
pasroBope. Mumudeckoe IpOKaHHE OXBATHIBAET MPEUMYIIECTBEHHO OpaTbHYIO
MYCKYJIaTypy, HO MOXET ObITh M 0oJiee PaclpOCTPAaHEHHBIM - B BUJE MEJKHUX,
HEPUTMHUYHBIX, OBICTPBIX TOJEPIUBAHUN OTACIBbHBIX MBIIICUYHBIX ITYYKOB,
HAaNIOMUHAIOIUX MUOKUMUHU.

Jlerkuii TpeMop f3bIKa M BEK BCTpPEYaeTCs OYEHb 4acTo. TpemMop 3Tou
JOKaJIM3allud HE BCEr/la MOYKHO PAcCMATPUBATh KaK JUArHOCTUYECKH 3HAYUMBIN
BBUJy €r0 Ci1a0oil BBIPAXEHHOCTH; OH YacTO HAONIOMAeTCsl y TMPaKTUYECKU
3JI0POBBIX JIFOJIEH, a Y OOJIBHBIX HEBPO3aMHU BBIPAXKEH Bceraa oT4eTiinBo. Y 25-30%
o0onpHBIX OT oOpamaer Ha ceOs BHUMaHHE CBOEOOpa3HbIM JpoKamuid TeMOp
rojioca. Jl[po>kaHue rojoca 4yaiie BCTpedyaeTcs y OOJIbHBIX CPEIHEr0 U IMOKHIIOTO
BO3pacTa ¢ JaBHOCTHIO 3a0oseBanus Oonee 10 mer. Ognako B 20% ciyyaeB OHO
OTMEYAeTCs YK€ B MOJIOJIOM Bo3pacTe (110 20 JeT) npyu OTHOCUTEIBHO HEOOJIbIIION
muTenbHocTH OoniesHu (1-5 ner). Penko naOmromaeTcst aposkaHue auadparmel,
MOJITBEPXKJIEHHOE pEHTreHojJornueckn. KomOuWHaIus BBIPAKEHHOTO JIPOYKaHUS
TOJIOCOBBIX CBSI30K, I'y0, si3blka M AuadparMbl MPUBOIUT K OUYE€Hb CBOEOOPa3HBIM
U3MEHEHUSIM PEUd U pUTMa JIbIXaHUS.

B 3aBucumoctu 0T BO3pacta MaHudecTanuu 3a00JeBaHUS BBIICISIOT:
JIETCKY10, IOHOIIECKYI0 (opMbl, (Qopma 3penoro Bo3pacTa (IPEeCEHWIbHBIA U
CEHWIbHBIM BapuaHThl). B 3aBUCUMOCTH OT HEBPOJOTMYECKOTO CHHIpPOMA
paznuyaior 1) Kiaccuueckyro (MOHOCMMITOMHYIO), XapaKTEPU3YIOIAsACA TOJIBKO
IpokaHueM M cocTaBisiomas 59,7% Bcex ciydaeB 0oJie3HU; 2) JIBE aTHIUYHBIC
(bOpMBI - KCTpanupaMuIHas 1 KHHETUYECKas, BCTPEUAIOIINECS] COOTBETCTBEHHO B
25,9% n 14,4% cnyuaes.

DKkcTpanupaMuHas popMma XapakTepu3yeTcsi TEM, YTO Y OOIbHBIX, HAPsIAY C
JIpOXKaHWEM, MOTYT OBITh HEPEe3KO BBIPAKEHBI JApPYyTrUe SKCTpAmUpaMUTHBIC

CUMIITOMBI: criacTuueckasi Kpusoies (24,5%), mucunii cnasm (14,2%), aHebonbiinoe
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MOBBIIEHWE MBIIIEYHOIO TOHyCa IO IUIacThueckoMy tuny. [lpu aTtunuuHon
KMHETHYECKOU opMe Tpemop, Kak MpaBuiio, UMeeT 0oJiee BHICOKYIO aMIUIUTYIY,
4yeM Tpu  KIaccudeckoi Qopme, compoBokmaeTcss 0Ooriee  BBIPaKCHHBIM
WHTEHIIMOHHBIM KOMIIOHEHTOM, WHOT/A JIETKUM aJU0J0XOKHUHE30M U JUCMETPUEH.

JAudpepeHunaabHbIi THATHOCTHKA.

[Ipu mpoBeneHnn AuddepeHITnaTbHON AUATHOCTUKH C MapKUHCOHU3MOM
CJIelyeT Y4YUThIBaTh, YTO MBIIIEUHbI TOHYC y OonbHBIX OT, Kak mpaBuio, He
M3MEHEH U JIMIIb U3 pelika ObIBA€T HE3HAYUTENbHO MOBBIINIEH. JTO MOBBIIICHUE,
OJIHAKO, HUKOT/Ia HE JIOCTUTAET CTEIIEHU PUTUTHOCTH, XapaKTEPHOU Ji OOJIbHBIX
napkuHCOHU3MOM. OcaHKa M MOXO/Ka Y OOJbHBIX C HACJIEACTBEHHBIM JPOKAHUEM
HE WM3MEHEHBI, Y HHUX OTCYTCTBYIOT aKWHE3Us, TUIIOMHUMHUS, THUIEpCaIuBaIlus,
TUTIAYHBIC U MMApKUHCOHM3MA. JlpoxaHue Mpu 3THX JBYX 3a00JIEBaHUAX TAKKE
pa3IMYHO 1O cBoeMy xapakrtepy. Ecnu mig OT TunndHo apokaHue HaAnpsKEHUS U
JNBWKEHUSA,  CONPOBOXKIAIOLIEE  KaXKIO0€  LEJCHANpPaBICHHOE  JIEHCTBHE
(mocTypasibHBIN U KUHETUYECKUM TPEMOP) U YCHIIMBAIOIIEECS TIPU MPUOIMKEHUN K
1neau (MHTEHIMOHHBIM TpeMop), TO IS MapKUHCOHU3MA XapaKTePHO APOKAHUE
nokos, He TunuyHoe st DT. Hanpotus, mpu 1ieneHanpaBiIE€HHbBIX JBHKECHUSAX Y
OOJBHBIX MAPKUHCOHU3MOM Yallle MOKHO Ha0JIt01aTh MOAaBICHUE TPEMODPA.

BaxubiMu 111 muddepenunansioit auarnoctukn T u BII (ocoOeHHO B
paHHel craguu OOJIe3HW) SBISIOTCS HEKOTOpble (HapMaKOJIOTUYECKHE TMPOOBI.
[TonoxutenbHbi 2Q(HEKT Mpy NPUMEHEHUH NPENapaTOB JICBOIOIBI MOATBEPKIACT
nuarHo3 bIl; wamporuB, y OonsHbIX BII oTcyTrcTByer xapakrepunoe it OT
YMEHBIIICHUE BBIPAKEHHOCTH TpPEMOpa IMpU MpUEME aJIKOrosis (OTpHIlaTeIbHas
aJIKOTOJIbHAs TTPo0a).

Ocobenno BakHa auddepeHImaibHas TUarHOCTUKa MEXAY NETCKUMHU U
roHomeckuMu popmamu DT u renaroneHTukysspHon aerenepanueit (I'JIJ1), game
BCcero Ae0roTu pytomei apoxkanueM. Ocoboe BHUMaHUE CJIEAyeT OOpaTUTh Ha
pEe3yJbTaThl KCCIENOBAaHUS TIEYEHU, CBEPTHIBAIOIICH CHUCTEMbI KPOBU, a TaKXKe
YYUTHIBATh HU3MEHEHUsI TICUXWKH B BHJAE WHTEIUICKTYAJIbHBIX HapYIICHUM,

nmpoTekaronmx Ha (QoHe sh(opuu, 4TO BEeCbMa XapaKTEPHO Ma)ke JJIsi pPaHHHUX
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craguii I'JIJI m He TummuHo 1 OonpHBIX OT. BakHelmmee 3Haue€HHE HMEIOT
pe3yabTaThl UCCIEIOBaHUS OOMEHa MeaH, crelupuyecKkue HapylIeHUs: KOTOPOro
(BBICOKHI YpPOBEHb MEIUM B MOYE, HHU3KOE COJIEp)KaHHUE IIepyJIoIIa3MuHa
CBIBOPOTKH, poroBuuyHoe koJblo Kaiizepa - ®reifmepa wim ero ¢parMeHTshl,
BBISIBJIIEMBIE C TIOMOIIBIO ITIE€JIEBOM JIaMITbl) TaTOrHOMOHMYHBI 11 I'JI/] u HuKkoraa
He BcTpevarorcs npu OT.

Tupeorokcuyeckuii TpeMop ObIBa€T OYEHBb MOXO0K Ha 3CCEeHIMaNbHBIN. [1o
cpaBHeHMIO ¢ DT, OH OOBIYHO XapaKTEPU3yETCS MEHBIIEH aMIUIUTYI0M U OOJIbIIIEH
yacToTOM. Pemaromum  ajisi  AHAarHOCTHKWA — TPEJCTABISIETCS  BBISIBJICHUE
pPa3BEpHYTOr0 CUMIITOMOKOMIUIEKCA WIIA OTACIBHBIX MPOSIBICHUN, TUIIMYHBIX IS
TUPEOTOKCHUKO32a (YBEIMYEHUE IIIMUTOBUIHOM KeJe3bl C MOBBIIICHHEM €€ (PYHKIIUU,
XapaKTepHbIE TJIa3HbIE CUMIITOMBI, MOXYJIaHUE, TaXxUKapAus, OECCOHHUIIA, PE3KO
BBIDQKEHHbIC  BEreTaTUBHBIC  HAPYIICHHS  CUMIATO-aJpEeHaJOBOr0  THIIA,
XapaKTEPHbIE U3MEHEHUSI TOPMOHAJIBHOTO TPO(UIIA).

JleuyeHnue

Hens neuennss DT coctouT B TOM, 4YTOOBI MHHUMHU3UPOBATH
GyHKIMOHATBHBIE OTPAHUYEHHUSI, CBA3aHHBIE C TPEMOPOM, YMEHBIIIUTH COITUATBHYIO
Je3ajanTanyio. BbplOOp JeueHHs OCHOBBIBAETCS Ha MOTPEOHOCTSAX TallMEHTA,
BBIPQKEHHOCTH TPEMOpA, COIMYTCTBYIOIIEH MMATOJIOTHH, paHee MPOBOJUMOMN
Tepanuu. Tepamuss MOXKET BKIIOYaTh METOAbI (PU3MUECKOrO0 BO3JCHCTBUA,
MOBEJICHUECKUE TICUXOTEPANCeBTUYECKUE BMeEIIATEIbCTBA, HM3MEHEHUE 00pa3a
KW3HU, MEIMKAMEHTO3HOE U XHPYPrHUecKoe JieueHre. Tepanusi 3cCeHIMaIbHOTO
TpeMopa SBJISIETCA CUMITOMATHYECKOM, OHAa HE MPUBOJIUT K W3JICUEHUIO, HE
MpeoTBpaIacT U HE 3aMeJISIET TEMIT TPOTPEeCCUPOBaHUS 3a00JICBaHMUS.

K mpemnaparam mepBoro BeiOOpa (YpOBEHB J0KA3aTEIBLHOCTH A) OTHOCST
OTHOCST [-0J10KaTOp MPOMPAHOIO0J U AHTUKOHBYJILCAHT MPUMHUJIOH.

[Iponpanosion -  HECeNEKTHBHBIM  OyiokaTop  [-aapeHOperenTopoB,
IIPEUMYLIIECTBEHHO JEHCTBYIOIIUI HA ITOCTYPAIIbHBIN U KHHETUYECKUMU TPEMODP PYK.
[lo pe3ynbraTaM KOHTPOJUPYEMBIX HCCIEIOBaHUM, cpeaHsis 3ddexkTuBHas 1032

npenapara coctaBisuia 185 mr/cyr. [Iponpanonon addexkruBen npumepro y 75%
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OOJBHBIX, OJJTHAKO TOJIBKO Y HEOOJIBIIION YACTH U3 HUX OH CIIOCOOEH MOJHOCTHIO UIIH
MOYTH TMOJHOCTBIO MOJABUTH TpeMOp. OTHOCUTENBHBIMU MPOTUBOIIOKA3aHUAMU K
€ro Ha3HAYCHMIO SBJISIIOTCS: CepleyHasi HeIOCTaTOYHOCTD (B (pa3e AeKOMIIEHCAIlUU
WM cyOKOMIIEHCAIMM ), aTPUOBEHTPUKYIIsIpHAst OJiokana 2 - 3-i CTeNeHu, TsKenas
OpoHXHWanbHasl acTMa, WHCYJWH3aBUCUMBIM caxapHbIl nualer. Y 3HAYMTEIBHOMN
4acTU OOJIBHBIX, OCOOCHHO TOKUJIBIX, U3-3a TTOOOYHOTO JNCUCTBUS 03y IMpernapara
HE yaaercs MOAHATH 10 A3(PGeKTUBHON. MeXaHu3M aHTUTPEMOPHOTO ACHCTBUS
IPOIPAHOJIOTa MOXKET OBITh CBSI3aH Kak ¢ mepudepuueckum aeiictsueMm (Ha [2-
aJIpEHOPEIICNTOPhl  MBIIIII), TaK M C IEHTPAJIbHBIM JICUCTBHUEM Mpernapara
(Bo3MOHO, ¢ yeusienueM ["AMKeprudeckoii nepegaun).

[IpuMHIOH - aHTUKOHBYJIBCAHT U3 TPYNIbLI 0apOUTYpPaTOB, KOTOPBIM, KaK U
MPOMPAHOJION, YMEHBIIAET AMILIUTY/ly IMOCTYPaIbHOTO U KHHETUYECKOTO TpeMopa
pyk nnpumepHo Ha 50%. Jlnanazon 3¢ pekTUBHBIX 103UpOBOK: OT 125 10 500 mr/cyT.
Cpenuss TepaneBTHUUecKas 103a coctaBisieT 482 mr/cyT. HexenarenbHble BICHUS
yaiie OTMEYAJIUMCh NpPU HWHUIMAPOBAHUU JIEYEHUST M OBbUIM TIPEICTaBIICHBI
COHJIMBOCTBIO, YCTAJIOCThIO, TOLIHOTOM, PBOTOM, aTaKCHUEW, TOJOBOKPYKEHHUEM.
Mexanuzm aHTUTpeMOpHOro s(ddexra NpuMUIOHA, TMO-BUAUMOMY, CBSI3aH C
JEWCTBUEM CaMoOro mpemnapara, a He ero MetradoauToB. Bo3aMoxHa koMOMHAIIUS
MpompaHojiofa W NPUMHUIOHA, KoTopas »J(dQekTuBHa y dYacThu OOJbHBIX,
HEJIOCTATOYHO PEArupyrolux Ha MOHOTEPANUIO KaXIbIM U3 MIPENapaToB.

K npemapatam BTOporo BbiOOpa (YypOBEHBb AOKa3zaTeabHOCTH B) oTHOCST
aNmpasojaM, COTajoll, aTeHOJIO0J, TabaeHTUH, TOMupaMar.

AnmpazoiiaMm -  BBICOKONIOTEHIIMAIBHBIM  OCH30/IMa3enMuH  KOPOTKOTO
JIEUCTBHS, YMEHBIIAIOIIUN TpeMop KOHeuHocTerd Ha 25—34%. TepaneBtuueckas
no3a - 0,125-3 mr/cyT B 2—4 nipuema.

Cotanon - HECEJIEeKTUBHBIA OjokaTop [-aapeHoperenTopoB, Haunbosee
OJIM3KUU MO MEXaHU3MY JEHCTBHUSI K MPOMPAHOJIONY, YMEHBIIAET aMIUIUTYy

JpokaHUsl KOHEYHOoCcTel Ha 28%.
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ATeHOJI0I - ceneKTuBHbIN B1-aapenobaokarop, agdextuseH B go3e 50 - 150
MT/CYT, OAHAKO aHTUTPEMOPHBIA dPPEKT y HETO HUKE, UEM Yy HECEICKTUBHBIX [3-
aapeHo0JI0KaTOPOB.

Tonupamar - aHTUKOHBYJIBCAHT, OJOKUPYIOIIMA HATpUEBbIE KaHAIbBI H
noteHuupytomuii I'’AMK-aktuBHOCTh. [l0 JaHHBIM HECKOJIBKUX IUIaIedo-
KOHTPOJIMPYEMBIX HCCJIEI0BAHMI, BBISIBIEHO, YTO IMpenapar B A03upoBke 10 400
MI/CyT yMeHbIaeT Tpemop B cpenneM Ha 20%. I[IpakTuka mokasbIBaeT, 4To MpHU
NPUMEHEHUU TONHMpPAMATa y ‘2 MALMEHTOB BO3HUKAIOT HEXKEJIATEIbHBIE SBJICHUS
(moteps Macchl Teja, NApecTe3Uu, >KEITUYHOKAMEHHas OOJe3Hb, HapyIIEHUE
BHUMaHUs ), IPEMSATCTBYIOLINE TOCTIKEHUIO 3((HEKTUBHON 1036l Mpernapara.

B kauecTBe cpencTB BTOPOro BEIOOpA MPU TPEMOPE KOHEYHOCTEU MOTYT OBITh
npuUMeHEeHbl [(-OJloOKaTOp HAaAOJO0J, AHTAarOHUCT KaJblIUs HUMOAWIMH WJIU
AHTUKOHBYJIbCAHT 30HU3AMM/I.

OpTrocraTtuyeckuii TpeMop

[TepBuunsbiii oprocratuueckuii Tpemop (OT) - peakoe cropamuyeckoe
3a0oneBanue. Knunnuecku OT xapakrepusyercss CyObEKTUBHBIM OIIYLIEHUEM
HEYCTONYMBOCTH B IMOJIOKEHUU CTOS, @ MHOTJA U OIIyIIEHHUEM CJIadOCTH B HOrax,
YMEHBLIAIOIUMUCA TIPU XOAbOE WM OOJOKAYMBAaHWMM O CTEHY WM Mebenb. B
MOJIOKEHUH CUJISI WITU JIeKa TUCKOM(OPT NPaKTUYECKU HUKOT/IA HE BO3HUKAET.

B HekoTophIX ciydasx OOJbHBIE MOTYT HE MNPEAbSBIATH Kajlod Ha
COOCTBEHHO TPEMOp HOT JIUOO TpeMop OECIOKOUT MX B MEHBIIECH CTENEHHU, YeM
HeycTOMUMBOCTh. OmlylieHHe HEYCTOWYMBOCTH HEPEAKO ObIBA€T HACTOJIBKO
WHTEHCUBHBIM, YTO MAIMEHThI HUCITBITHIBAIOT CTpaxX MaJCHUS B MOJIOKEHHUH CTOA,
UIIYT OIOPY, IEPEMUHAIOTCS C HOTH Ha HOTY WM XOoAAT. HecMoTpst Ha 370, ajeHus
BCTPEYAIOTCS PEAKO M HEXAPAKTEepHbI I M30JupoBaHHOro nepsuyHoro OT.
Tpemop HOr MMEET OYEHb HU3KYIO0 aMIUIUTYyAy M TpPU OCMOTPE MOXKET OBbITh
MPaKTUYECKU HEBUAUMBIM. Hepeako Takoil TpeMop MOKHO OOHAPYKUTh JIHUIIb MPU
najgbNaIyy WIA ayCKyJIbTAIlMH MBI (XapaKTepHBIN 3BYyK, HATOMUHAIONIUHN IITyM
OT Mporeyiepa BepTosieTa). Y OOJbIIMHCTBA NAUEHTOB B MOJIOKEHUHU CTOSI MOXKET

BBIABJIATHCA TAKKE HHSKOElMHHHTYI[HBIﬁ HOCTypElJ'H:HBIfI TPEMOP PYK.
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VYkazanHele  ocoOeHHOCTH  (KamoObl  OONBHBIX  HA  BBIPAKEHHYIO
HEYCTOWYUBOCTh MPU OTCYTCTBHHM OYaroBOW HEBPOJIOIMUECKOW CHMIITOMATUKHU U
MPAKTUYECKA HEBUIUMOM IPU OCMOTPE TPEMOpPE HOT) MPUBOIAT K TOMY, 4TO 0e3
nposenenus snekrpomuorpadun (OMI') OT nuarHoctupyercs ¢ OOJIbIIUM TPYAOM
U HEPEIKO pACLCHMBAETCS KaK IICMXOT€HHOE JIBUTaTelbHOE paccTpoircTtBo. K
anekTpodusnonornueckuM  xapakrepuctukam OT oTHOCUTCS, B YaCTHOCTH,
BBICOKAsl 4aCTOTa TPEMOPHOM aKTUBHOCTH MBI, cocTaBistomas 13—18 I'a. Itot
natTepH OMI-akTUBHOCTH BO3HHMKAET B BEPTHKAIHLHOM TIOJIOKCHHH Tela, a y
HEKOTOPBIX MAIMEHTOB U B TOPU30HTAILHOM MPU TOHUYECKOW HArpy3Ke Ha MBIIIIIbI
HOT, MMPUYEM YacTOTa TPEMOpPa HE U3MEHSETCS B 3aBUCUMOCTHU OT IMOJIOKEHHUS Tela
uny Harpy3ku. Eiie oqHa yHukaneHas xapakrtepuctuka OT 3akirouaercst B TOM, 4TO
BBICOKOYACTOTHBIM OMI-marrepH BBICOKOKOTEPEHTEH MPAaKTUUYECKH BO BCeH
IIPOU3BOJIBHON MYCKYJIaType Tela.

Jleuenue

OddexruBHoro neuenus OT Ha CceromHSAINIHUNA JI€Hb HE CYIIECTBYET.
OddexTuBHBIE  JIEKapCcTBA  BKIIOYAIOT  OC€H307Ma3enuHbl  (KJIOHA3emam),
MPOTUBOCYAOPOKHBIE TIpenaparbl (rabaneHTUH) U, BO3MOXHO, OeTa-0JI0KaTophI
(npompanosion). Peakuusi Ha JedeHHWE MOXKET OBbITh Cla0oil WM CO BpPEMEHEM
ociabeBatb, a mNo00YHbIE A((PEKTHI MOTYT OTrpAaHUUYMBATH CYTOYHBIE JI03BI.
XUpypruyeckoe JICUeHHE, OINMUCAHHOE B OrPAaHUYCHHOM 4YHUCJIE CIIy4yacB
pedpakTEepHOCTH K MEAMKAMEHTO3HOM TEpanuu, BKIIFOYAET ITyOOKYI0 CTUMYJISIIIUIO
MO3ra, KOTOopasi Toka3aja (TIepeMEHHOE) YIy4llIeHHE CIOCOOHOCTU CTOSTh
HEIMOJABMXHO, BO3MOXXHO, YMEHBIIIAIONIEECS C TEUEHWEM BPEMEHHU, U TOOOYHBIE
a¢ddexTrl. JIByCTOPOHHSIS CTUMYJISIMS COIUHHOTO MO3Ta YJydIlnjia CIIOCOOHOCTH
CTOSITh Y OOJIBIIMHCTBA MAIIMEHTOB, HO y HEKOTOPHIX He nana 3ddekra. [Tomomip
MOTYT OKa3aTh (U3MYECKHEe MPUCIOCOONeHUs (epEeHOCHOW/BBICOKHM TaOyperT),
TPEHUPOBKA MBIIMIEYHOU CHUJIBI, (PU3HUECKas MMOATOTOBKA, MEAUITMHCKAS CIIpaBKa U
Oporrtopa/IMCTOBKA IS TTAlIUCHTA.

MepBuuHblii mucuumii Tpemop (primary writing tremor) - penkoe

dbokanpHOE JBUTATENIBHOE PACCTPOMCTBO, MPU KOTOPOM TPEMOP TOSBISIETCS
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WCKJIIOYUTEIPHO WM NPEUMYIIECTBEHHO BO BpeMs MHCbMAa M NPAKTHYECKU
OTCYTCTBYET B IIOKOE U MPU APYTUX LEIEHAIIPABICHHBIX JIBUKCHUSX.

Beigenstor nBa kimHudeckux Bapuanta: Tum I (task-specific) - Tpemop
BO3HUKAET TOJILKO BO Bpems mucbMa W tun Il (position-specific) - tpemop
MOSIBJISIETCS TP MIPUHSATHH 11036l TUChMA, JTaKe 0€3 BBHITOJTHCHHUS! TBYKCHHM.

Jtnojiorus. [lepBUyHBI NUCYUIT TPEMOpP OTHOCHUTCS K HMIMONATHYECKUM
JIBUTaTEJIbHBIM paccTporcTBamM. Ha ceromHsAmHuN 1€Hb €AUHUYHOW JTO0Ka3aHHOU
MPUYHUHBI HE YCTaHOBIIEHO. OCHOBHBIMH 3THOJIOTHIECKUMU (DAKTOPAMH CUUTACTCS:
HACJICICTBEHHAs]  MPEAPACIIONIOKEHHOCTh; XpOHUYECKas mpodeccuoHanbHas
Harpy3ka ¥ ICUX03MOIIMOHANIbHBIE (DaKTOPBHI.

Kiaunuka. OCHOBHON KIMHUYECKUN CUMIITOM TPEMOP PYKH, BOSHUKAKOLIUN
IpU THCbME C dYacToToM S5 - 7 I, NpeMMylIeCTBEHHO B BEIYIIEH pYKe,
KUHETUYECKUI WJTN MMOCTYPAJIbHBIM.

JAnarnocruka. [lepBUuHbI NUCYUN TPEMOP - AUMarHo3 uckiaroueHus. MPT

IMPOBOJAUTCA IJIA NCKIIFTOUCHUA CTpYKTypHOﬁ I1aTOJIOTHH.
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§ 3.2 IEPBUYHAS 'EHEPAJIM3OBAHHASA IUCTOHUA

Cornacno knaccudukanuu Movement Disorder Society (2013), nepBuunas
rE€HEpaIn30BaHHasl JUCTOHUS OTHOCHUTCS K H30JIMPOBAHHBIM JHCTOHHUSM, IpHU
KOTOPBIX JHWCTOHMS SIBISIETCS BEAYIIUM M E€IWHCTBEHHBIM KIWHUYECKUM
nposiBiieHueM. Ilo pacrnpenenenuro MbimeyHoro BosieueHust III'/] oTHocutes k
reHepaIn30BaHHbBIM (opMaM, a MO BO3pacTy Je0r0Ta - MPEUMYLIECTBEHHO K
JVCTOHUSAM C pAHHUM Ha4yajoM.

JTHOJIOTHA M TeHETHKA

OcHoBy »stmonornn III'J[ cocTaBisroT HaciencTBeHHble MyTanuu. K
HACTOALLEMY MOMEHTY omnucaHo 6osee 20 ¢popM IUCTOHUH C YETKUM MEH/IETIEBCKUM
HacJeIOBaHUEM. |'€HeTHYecKHe JIOKYChbl HAaCJEACTBEHHBIX (OpPM JIHUCTOHUU
o0o3Hauatorcs adbopesuatypoit DYT, koTopoii mprcBanBaeTcs MOPs,AKOBBIN HOMED
B COOTBETCTBHH C XPOHOJIOTUYECKOH IMOCIEA0BATEIBHOCTHIO ONMCAHUS KOHKPETHOU
dopmbl  3a0oneBaHua. CorjgacHO  NPEICTABICHHBIM  BbINIE  IPHHIMIIAM
KiaccupukanMy — JUCTOHMM K  TEPBUYHBIM  JUCTOHHUSIM  OTHeceHbl 11
HacnenacteeHHeix Gopm (DYTI1, DYT2, DYT4, DYT6, DYT7, DYTI13, DYT17,
DYT21, DYT23, DYT24, DYT25); x nucronuu-tuitoc - 7 gopm (DYTS, DYT11,
DYT12, DYT15, DYT16, TH, SPR) u k mapokcusMaibHbIM JAUCTOHUYECKUM
cungpomam - 4 hopmel (DYTE, DYT9/DYTI18, DYT10/DYT19, DYT20), a popmy
DYT3 paccmaTpuBaroT Kak OTACJIbHBINA TepeoereHepaTUBHBIN AUCTOHUYECKUN
cuaapoM. Haumbonee m3zydeHHOW W3 KOTOpBIX siBisieTcs MyTtamusi reHa TORIA
(DYT1). Hannseiii reH komupyeT OENOK TOPCHH A, YYacTBYIOIIUN B PETYJISIHNH
BHYTPHUKJIETOYHOTO TpaHCHOpPTa W (PYHKIIMOHUPOBAHUS DSHIOTUIA3MATUYECKOTO
petukynyma. Tum HacienoBaHUA - ayTOCOMHO-IOMHWHAHTHBIM C HEIMOJIHOU
IIEHETPAHTHOCTBHIO.

ITaTorene3 mNEpBUYHOW  TIEHEPAIM30BAHHOW  JIUCTOHUM  CBSi3aH €
nuchyHKIKeH 6a3anbHO-TIIMOHATIBHBIX CETEN U HApyIIEHUEM MOTOPHOTO KOHTPOJIS.
KitoueBbIMU MeXaHU3MaMU CUUTAIOTCS Aehunut TopMo3Hbix ['AMK-epruueckunx

BJIMSIHUU, TTATOJIOTUYECKAsT HEUPOIUIACTUYHOCTh U PACCTPOMCTBO CEHCOMOTOPHOM
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uHTerpaund. @OYHKUMOHAIbHAS  HEWPOBU3yaldu3alUsl  BBIABIAET AaHOMAJIUU
AKTUBHOCTU B TajlaMO-KOPTUKAJIBHBIX NYTAX IPU OTCYTCTBUU CTPYKTYPHBIX
ITOBPEKACHUM.

Kannunka u nmarmocruka.

3aboneBaHue 1eOOTUPYET B JETCKOM WJIM MOJAPOCTKOBOM BO3pacTe, Yallle ¢
JIMCTOHUU CTOIBI WJIM HUYKHEW KOHEYHOCTH, C TIOCJICIYIOIINM I'eHEepaTn30BaHHBIM
pacnipocTpaHeHueM.  KIMHHYECKM  XapakTepHbl  TOPCHOHHBIE  JBUKEHUS,
YCTONYMBBIE MATOJIOTUYECKHUE TMO3bl, YCUICHUE CUMITOMATUKHU MPU JBUKECHUHU U
SMOIMOHAJILHOM HaIpsKEHUU. Bo CHE AMCTOHMYECKHE NPOSBICHUS YMEHBIIAIOTCS
WJIU UCYE3AlOT.

Juarno3 III'Jl sBnsgeTcs CI0XKHOM 3aladyell B CBSI3M C BBIPAKEHHBIM
KJIIMHAYECKUM TOJUMOP(PU3MOM U TE€TEPOreHHOCTHIO, @ TaKXKe CYIIECTBOBAHHUEM
pazHooOpa3HbIx (peHokonuit. HecMOTpst Ha 3TH CIOKHOCTHU, 3HAHUE OCOOEHHOCTEH
KJIIMHUKU, TEYEHUSI, TAHHBIX JJA0OPATOPHBIX METOJ/IOB UCCJICIOBAHUS, TEHETUYECKHUX
3akoHoMmepHocTei [1I'/] mo3Bossier B OOIBIIMHCTBE CIIy4YaeB MMOCTAaBUTh TUArHO3, B
MOJIb3Y KOTOPOTO CBUJIETEIILCTBYIOT:

1) Hagamo 60J1e3HU B JETCKOM M TIOJIPOCTKOBOM BO3PacTe;

2) MOCTENEeHHOE pa3BUTUE TUIIEPKUHE3A BHE CBSI3U C KAKOW-JIMOO MPUYUHOI;

3) nosiBJIeHUE U3MEHEHU I TOHYCa U XapaKTEPHBIX TUTIEPKUHE30B B HOTE, PEXKE
B PYKE, C MENICHHOW MOCTENICHHON MeHEpaInu3aueid CUMITOMOB;

4) orcyTcTBHE NMPHU3HAKOB MopakeHuss uHbIX cucreM [[HC (mupamuaHoM,
MO3KEYKOBOH U T.1.);

5) orcytcTBUE ouyaroBbix n3menenuii npu KT u MPT;

6) HaJIMYKe B CEMbE MTOBTOPHBIX CIy4aeB, B TOM YHUCJIE CTEPTHIX (HOpM;

8) naHHbIE MOJIEKYJIIPHO-TEHETUYECKOT0 UCCIIeI0BaHus, AENatOIUe JUAarHo3
I1I'J] HECOMHEHHBIM.

JIMCTOHUSA — IJIIOC CHHAPOMBI.

[Ipy AUCTOHUU-TUIIOC AUCTOHUSI COYETAECTCS C JAPYTMM JBUTATEIbHBIM

paccTporCTBOM, HANpUMEP MHMOKJIOHYCOM WM NapKUHCOHM3MOM. IIpu3HaKoB

HelpoJiereHepaly He HaOII0aeTCsl.
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Hoda-uyBcTBUTeabHAass AucToHust (cunapom CeraBbl, DYTS5/DYT14-
¢opma). 3aboneBaHue HacleayeTcs MO ayTOCOMHO-IIOMUHAHTHOMY THILY, JIOKYC
KapTUpoBaH Ha XxpomocoMe 14q22.2. ®enotunuuecku s cuHiapoma Cerasbl
XapaKTepHbI PaHHUH (B cpeHeM — 6 JieT) 1e00T ¢ MepBOHAYAIbHBIM BOBJICYEHUEM
HOT, TUCTOHUS KOHEYHOCTEH M TYJOBHUIIA, CyTOYHAS] BApHaOEIbHOCTh CUMIITOMOB
(yiydllleHruEe COCTOSIHMSI MOCJIE CHA), ApaMaTH4eCKoe yIydlleHne Ha GOHE MajbIX
7103 JIEBOJOMBI U OTCYTCTBHUE JIEBOAOIMA-UHIYIIUPOBAHHBIX OCJIOXHEHUN Ha (poHe
MHOTOJIETHEN Tepanuu. KimHWYecKHe MpOSIBICHUS TaKXE MOTYT BKJIIOYaTh
NAapKUHCOHU3M, BOBJICYEHUE KpaHUAJIBHOW MYCKYJaTyphl, Trumneppediaekcuto,
CHACTUYHOCTh, CKOJIMO3, IICUXHATPUYECKUE HAPYLICHUS, I'€HEPAINU30BAHHYIO
TUIIOTOHUIO C MPOKCUMAaIbHOW MBIIIEYHOM cinabocThio U aAp. DTa hopma noda-
qyBCTBUTEIBHOW JUCTOHMHM BbI3bIBacTCs MyTauusmMu resa GCH1. IleneTpanTHOCTB
reHa cocrapisieT 35—40%. YV nanueHToB 0OHapy>KUBaeTcs 3HauuTeNnbHOe (<20%)
CHW)KEHUE YPOBHS AaKTUBHOCTM JAHHOTO (epMeHTa, a BECh MOCIEAYIOLIUI
OMOXMMHMYECKUN KacKaJ B HHUIPAJIbHBIX HEHPOHAX MOXKET ObITh 3(PPEKTUBHO
BOCCTAHOBJIEH MPU BBEICHHUH MPEAIIECTBEHHUKA JOPaMUHa — JIEBOOMBI.

JIMCTOHUA-TAPKUHCOHM3M ¢ ocTpbiM Havaaom (DYT12 — ¢opma):
MpeACTaBiIsgeT COO0M ayTOCOMHO-JOMUHAHTHOE 3a00JI€BaHUE, XapaKTEPU3YIOLIeecs
BHE3aIIHBIM TOSIBIEHUEM JAM3apTpUM, Juc(arud, AUCTOHUYECKUX CIIa3MOB,
OpaAMKUHE3UHU U MOCTYPaIbHOM HEYyCTOMYUBOCTH. CUMITOMBI HAPACTAIOT OOBIYHO
Ha MPOTSHKEHUU HECKOJBKUX 4YacoB, JHEW WIM HeJenb, 0€3 MOCIeqyIOUIEro
CYILIECTBEHHOI'O  IIPOTPECCUPOBAHMSI  HEBPOJIOTMYECKOM  CHUMITOMATHKH. Y
OTNIETIPHBIX OOJIBHBIX B TEUEHWE psAfa JeT MOXKeT HaOmoaaTkes Herpy0o
BBIPDAKEHHASI TOCTOSIHHASA JUCTOHUS KOHEYHOCTEW, IIOCJIE€ Yero OTMEYaeTcs
XapaKTepHOE OCTPOE MOSIBJICHUE IPYTHMX CUMITOMOB 3a00JI€BaHMUS.

AJIKOT0JIb-4yBCTBUTEJIbHAA MHOKJIOHYC-nucToHus (DYTI11 — ¢opma).
MUOKIOHYC-AUCTOHUSI — PEAKOE HEMPOTPECCUPYIOIIee ayTOCOMHO-JOMUHAHTHOE
3a0oyieBaHuE, XapakTepusylolieecss MaHudecTanueid B JETCKOM BO3pacTte
MHUOKJIOHUYECKOTO TUIEPKUHE3A B COYETAHUH C JUCTOHUEH MBIIIIIL ILIEU, PYK U JIMLA,

a4 TaKXC YMCHBIICHUCM BBIPAKCHHOCTH CHMIITOMOB IIOCJIC IIpUCMa aJIKOI'OJIA.
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Kimandeckne nposBIeHUsI MOTYT BKJIFOUATh TAK)KE aHOMAJIUU KOCTHOTO CKEJIeTa,

JUIEBYIO U3MOp(DUI0, 3aEPKKy TCUXOMOTOPHOTO pPAa3BHUTHS, COCYIUCThIC

Manb(popMaIy, JEMpeccuio, TPEBOKHOCTb, IMAaHUYECKUE AaTaKd, OOCECCHBHO-

KOMITYJIbCUBHBIC TOBeAeHUYecKue pacctpoiictBa. Jlokyc DYTI11 kaptupoBan Ha

xpoMocome 7q21.3; mpuumHa 3a0oneBaHuss — Myrtauuu B reHe SGCE (e-

CapKOIJIMKaH), UX K HACTOSIIEMY MOMEHTY ornucaHo 0onee 50.
IMapokcuzmMajabHast JIUCTOHMS.

[TapokcusmasibHble  TUCTOHMM  XapPAaKTEPU3YETCS  KPATKOBPEMEHHBIMU
TUNIEPKUHE3aMU U MU3MEHEHUSMH I03bl TEJa, Yallle MO Te€MUTHUIly, HO WHOTJA U
JIBYCTOPOHHUMHU, MIPOTEKAIOIIMMH MPU ICHOM CO3HAHHH.

IMapokcuzmanibHass HeKuHe3nMOreHHass AuckuHesus (DYT8 — ¢opma).
KnuHnueckass kapTuHa XapakTEepU3yeTCs HayajioM B JETCKOM (ITOJAPOCTKOBOM)
BO3pACTE, MOSBICHUEM MTPUCTYIIOB CIOKHBIX HEMPOU3BOJILHBIX T€HEPATU30BAHHBIX
JIBIDKCHUM  (Xopew, Oamnu3ma, areTo3a, JAWCTOHMH), KOTOpPhIE OOBIYHO
MIPOBOLIUPYIOTCS TPUEMOM AJIKOTOJIsl WM KO(he U BO3HUKAIOT B MIOKOE. B TUITHYHBIX
CilydasX TPUCTYN HAUYMHAETCS KaK TeMHAMCTOHMS, HO TOCTENEHHO TUIEPKUHE3
OXBaThIBAET BCE KOHEUHOCTH, TYJIOBHIIIE, IIEI0 U peUeByl0 MycKynaTypy. Co3HaHue
B MOMEHT MPHUCTYIA OCTAETCsS COXPaHHBIM (KaK M MPHU BCEX OCTaJIbHBIX (Popmax
MapOKCU3MAJIbHBIX AUCKUHE3UH). [IpucTynbl OJATCS OT HECKOJIBKUX MHUHYT 10
HECKOJIbKMX YaCOB U HEPEJKO COMPOBOXKIAIOTCA aypoi (mapecTe3nu), 4acToTa ux
BO3HUKHOBEHHUS — OT HECKOJIbKHMX pa3 B JICHb JI0 HECKOJbKUX pa3 B roja. Tum
HACJIEI0BaHUSI Ay TOCOMHO-IOMUHAHTHBIN. JIokyc kapTupoBaH Ha Xpomocome 2q35.

IMapokcuszmanbHasi kKuHe3noreHnasi auckuHesusa (DYT10/DYT19 -
¢opma). 3aboneBanue AEOIOTHUPYET B JETCKOM WIIM TMOJIPOCTKOBOM BO3pacCTe.
Knunanueckass kapTuHa OOJE3HM XapaKTepU3yeTcs KOPOTKUMHU (CEKYHIbI WITU
MUHYTHI) ¥ 4acThIMH (10 100 511U30/10B B CyTKU) NMPUCTYIIAMHU TUCTOHUYECKUX WU
XOper(OPMHBIX TUMNEPKUHE30B, IMPOBOLUPYEMBIX BHE3AIMHBIMU JIBHXKCHUSMH.
Hacnenyercs mo ayToCOMHO-IOMHHAHTHOMY Tumy. JIOKyCc KapTUpoBaH Ha

xpomocome 16p12-q12.
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X - cuervieHHasi TUCTOHUS — MAPKUHCOHU3M (cunapom Lubag, DYT3 -
¢popma). OTHOCHTCS K TepelOACTECHEPATUBHBIM JUCTOHUYECKUM CHHIPOMAaM.
JlanHoe 3a0oneBaHue SHAEMHYHO 11 DUIMONHH, MYXXYUHBI OOJNCIOT yYalle
JKEHIIMH B CHJIy XapakTepa HacjeloBaHMs. 3a00jieBaHUE HAYyMHAETCs Ha 2 - 4-M
JECATHICTUU JKM3HU C (OKANbHBIX JUCTOHUYECKHX THIEPKUHE30B JIMIIA,
OpPOMaHIUOYJISIPHON MYCKYJIaTypBl, III€H, TYJIOBUIIA, KOHEUHOCTEH, C TOCTETICHHBIM
pPa3BUTHEM T'E€HEPAIM30BAaHHOW (OPMBI JTUCTOHMH. B HEKOTOpBIX cClilydasx
JVUCTOHUYECKUM TMPOSIBIICHUSAM MOXET IpeamecTtsoBars Tpemop. [lo mepe
OPOrpecCUpoBaHusl ~ OOJIE3HW  MOCTENEHHO  IPUCOEAMHSAETCS  CHUHIPOM
NApKUHCOHU3MA, IPAKTUYECKH HE pEearupyrollnid Ha NPUMEHEHHE JIEBOJAOIA-
comepkammx mnpenapatoB. CeKIMOHHBIA MaTtepuan B JByX ciydasx DYT3
IPOAEMOHCTPUPOBaJl THOEIh HEMPOHOB M ACTPOLMTO3 B OOJIACTU CKOPIYIBI U
XBocTaToro siapa. Hannuue kinetouyHoil rudenn kak naToMop(ho0ru4eckoil OCHOBBI
3a00J1eBaHUS TTO3BOJISIET BBIIETUTh ATOT JUCTOHUYECKUI CHHIPOM B COBEPIIEHHO
0CcOOyI0 Tpynmy M MPOTUBONOCTABUTH €ro OCTalbHBIM (hOpMaM MEPBUUYHOMN
JMCTOHHH, SABJISIFOLUMCS HE HEWPOAETEHEPATUBHBIMU, a CKopee
HEeUpOYHKIITMOHAIBHBIMI paccTpoiicTBaMu. Twumn HaciemoBaHus Oose3Hu — X-
CUETUICHHBIN PELIECCUBHBIN, JJOKYC KapTUPOBAH Ha Xxpomocome Xql3.1.

baedopocnazm

KpanuanbHasg AucToHus — ogHa W3 (HOpPM CErMEHTApHOW AWCTOHHMH, MPU
KOTOPOH B NaTOJOTMYECKUI MPOLECC BOBJIEKAKOTCS MBIIIIBI TULA. DTO 3a0071€BaHUE
4acTO HE IMAarHOCTUPYETCs, 0COOEHHO Yy MOKMIIBIX MMAlIMEHTOB, BO3MOXKHO, B CBSI3U
C TeM, UTO OHO MOXKET MPOTEeKaTh O€3 rpyObIX HApYIIEHUI U HE BBI3bIBATH 3HAUYMMOMN
WHBAJIMN3ALUNA, OTPAHUYUBASCH JTUIIb 3CTETUYECKUM J1€(PEKTOM.

Cpenu dhopm KpaHUATBHOM TUCTOHUU — Osiedapocnasm, opoMaH Oy IsIpHAs
JTUCTOHMS, TpU3M, JIApUHTEAIbHAasl JHUCTOHUSA, ClacTU4yeckas aucdarus,
JUHTBaJlbHAs JAMCTOHUSA W WX coyeTaHus. Hepeako 3aboneBaHue, HaYMHAsCh B
OJTHOM TPYTIIEe MBI, pacIpocTpaHseTcs Ha apyrue. Brnepseie Onedapocnazm u
uHble (HOpMBbI KpaHHAIbLHOM nucToHUM onucan B 1887 r. amepukanckuii Bpau H.C.

Wood.
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B 1910 r. ¢panmy3ckuit HeBponor H. Meige coobmmn o 10 manueHnrax c
JIBYCTOPOHHUMU COKPAIIIEHUSIMHU MBIIIIII JIWIA ¥ Ha3BaJ 3TO COCTOSIHUE «CPEIUHHBIN
aueBoi crma3m». [10CKOIbKY THIIEpKHUHE3b MOTYT CAMOCTOSITEIBHO YMEHBIIATHCS
¥ HucYe3aloT BO Bpems cHa, H. Meige mpwuimien K BBIBOAY, YTO OHH HOCST
ncuxoreHupiii xapakrep. B 1972 r. G. Paulson mpuBen 3 ciywas coderaHus
onedapocnazmMa 1 OpOMaHIUOYIISIPHOM AUCTOHUH U HA3BaJI €T0 «CUHAPOM Meibkay.
B 1976 r. D. Marsden nma o6o3HaueHus cuHApoma OjedapocnasMa u
OpOMaHANOYIISIPHBIX THIIEPKUHE30B TMPEIIOKIIT TEPMUH «CHHIPOM bpeirensy,
oOpaTMB BHMMaHHE Ha MATOJIOTMYECKOE BBIpAKEHHUE JIMIA, U300paKEHHOTO Ha
kaptune [Tutepa bpeitrensi-crapuiero «3eBaka». C Tex mop B JuTepaType Havaliu
MPUMEHSTHCS 1B SITOHUMUYCCKAX 0003HAYCHUS.

Jtuojorus. TepMuH «nepBuyHas
JTUCTOHWS O0BEANHACT BAPUAHTHI KaK C
HACJICJICTBEHHON ATHOJIOTHEH, TaK M C
IeHETUYECKOM MPEPacIioOKEHHOCTBIO.

brnedapocnazm u CEerMEeHTapHasl
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KpaHHOLIEpBUKAJIbHAS JACTOHUS
ONPENEICHHO HMMEIOT T'€HETHUYECKYIO
JNEeTEPMUHUPOBAHHOCTh. [lo  maHHBIM
pana uccnenosareneit, y 10% manueHToB
c 6iepapocnazmMoM U ApyruMu GopMamMu
KPaHUOLICPBUKAIBHON JUCTOHUU €CTh
POACTBEHHHUKHA TIEPBOM WA BTOPOM

JJMHHUHN poacTBa C HO)IO6HBIM

MPOSIBIICHUAMU. KIIMHUKO-TEHETUYECKUE  Puc.3 [umep Bpeticens cmapuiuii « 3eéaxay
KOppEJSIUMHA  TOKAa3aJIl BO3MOXKHOCTh

dbopMUpOBaHUSI KPAHUOIEPBUKAIBLHON JIOKAIW3AIlMM JUCTOHUU TPU Pa3THUHBIX
DY T-myrtanusax. CermeHTapHas KpaHUOLEPBHKAJbHAS JUCTOHUS 4Yallle BCETrO
ABJIAETCS (PEHOTUNMHMYECKUM MposiBieHneM mytauu DYT6, pexxe DYT7, DYTI3.

Bo3morkHa 3THHUYECKas ceU(PpUIHOCT B POPMUPOBAHUYU PUCKA U MOTUDUKAITUU
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KJIIMHAYECKOTO0  (eHOoTHUNna KpaHUOLEpPBUKAIbHOW nuctoHuU. (CermeHTapHas
KpaHUOIIEPBUKAJIbHAS ~ JUCTOHUS MOXET OBbITh OJHUM W3  CHMITOMOB
JIEr€HepaTUBHOIO 3a00JI€BaHUs HACJIEICTBEHHOTO WM CIIOPAIUYECKOr0 XapaKTepa,
HaIrpuMep OJTHOU u3 dbopMm  crnuHOIUEpeOEUIIPHON  JereHepaluu,
IPOTPECCUPYIOLIET0  HaAbsIEpHOTO  mapanuya. Hepeako — cerMeHTapHas
KPaHUOLEPBUKAJIbHAA JUCTOHMUS  SIBISETCA  CIEACTBUEM MEIUKAMEHTO3HOU
O5okaapl 10)aMUHOBBIX pEUENTOpOB, WH(papKTa 0a3zalbHBIX SIEpP U JIPYTUX
PUYHH.

Kannuka. Haubonee wacto kpaHMalibHas TUCTOHUS MaHU(DECTUPYET C
onedapocnazMa U JUIIb CIYCTS HECKOJIBKO JIET IPUCOSANHSIETCS TUCTOHUS MBI
opaibHOro mnoitoca. I[IpuOAM3UTEN HO y YETBEPTH NAIMEHTOB OTMEYAETCs
OJTHOCTOPOHHEE Hayalo, 3aTeM 3a00JIeBaHUE PacpOCTPaHIETCsl Ha BTOPOH rias.

B KkIMHMYECKOW MpakTHKE HAOMIOAAIOTCS  CHEAYIOIIME  BapUAHTHI
onedapocnazma: 1) yuamenHoe mopranue — y 10% OOJBHBIX; 2) 3MU30]IbI
32)KMYPHUBAHUS B BUJIE YACTBIX KPATKOBPEMEHHBIX PUTMHUYHBIX CIIa3MOB KPYTOBBIX
MbIIIL T71a3 — y 17%; 3) sanu304b1 JIUTEIBHOTO 3aKMypUBaHus ria3 — y 46%:; 4)
ANU30/bl YACThIX PUTMUYHBIX CIIA3MOB KPYTOBBIX MBI IJIa3 B COYETAHUM C
OTJIEIbHBIMU TMOAEPTrUBaHUIMH BeK — y 7%; 5) 3aKkpblBaHUE TJia3, Ha3bIBAEMOE
00JBHBIMU “‘OlTycKaHueM Bek, —y 20%.

st 6nedapocnazma xapakTepHbl KOPPUTHPYIOMIKME KeCThl (OCOOCHHO Ha
paHHUX CTaaUsIX 0O0JIE3HH) U MapaJOKCaIbHbIEe KUHE3UH, OTINYAIOIINECS OOIbIIUM
pa3zHooOpa3ueM. bredapocnazm crnocoOeH mNpekpamarbes OpU  ONpeAeseHHOM
NEATEIbHOCTH, Yalle BCEro BO BPEMs T€X WJIM MHBIX ABMKEHUN PTOM (pasroBop,
YKE€BAaHME, COCAHME, KypeHHE U T...), TIOC]ie HOYHOTO CHa, MpUeMa aJKOroJisl, B
TEMHOTE, IPU MPUKPHIBAHUHU OJJHOTO IJ1a3a U, 0COOEHHO, 00OUX rIas3.

N3onupoBannbiii Onedapocnasm HaOmogaeTcs mnpudnauszutenbHo y 40%
O0onpHBIX. B ocTanbHbIX ciayyasx Onedapocnasm coueTaercs C MPOSBICHUSIMHU
JUCTOHUU B HIDKHEHW TOJIOBUHE JIMIA, YTO OOBEOUHSETCS TMOJ TEPMUHOM
“kpaHuanbHas auctoHus” . Ilpu npucoenMHeHUH OPOMaHIUOYJIIPHON TUCTOHUU B

TUTIEPKUHE3 BOBJICKAIOTCSI KPYyTOBas MBIIIIA PTa, MBIIIIBI S3bIKa, TUadparmMel pTa,
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IIICK, »KEBaTeJIbHbIC, IIICHHBIC U JIa)Ke AbIXaTeJIbHbIC MBINILLI. BoBIeUueHHE MICHHON
MYCKYJIaTypbl MOET MPOSBIATHCS CTHOAHUEM TOJIOBBI BIEpe]l (aHTEPOKOIUIUC)
BCJICJCTBUE CHHXPOHHOI'O COKpAILEHHS KHBAaTEJbHBIX MBI BO BpeMs
onedapocnazma.

OpomanuOyisipHas AUCTOHUS OTIMYAETCS KpalHUM pa3HOOOpa3neM CBOMX
NPOSIBIICHUM, HO B THUIMYHBIX CIIy4yasX NPUOOPETAaeT BHUJA OJHOTO U3 TPEX
BapUAHTOB:

1) cmasm MbIOI, 3aKpbhIBAOIIMX pPOT M CHKUMAKOIIHUX  YEIIOCTH
(IUCTOHUYECKUN TPU3M);

2) cmasM MBI, OTKPHIBAIOIIMX POT  (KJIACCUYECKHM  BapHaHT,
M300paKEHHBIM Ha W3BECTHOM KapTuHe bpeiirens «3eBaka»), koraa OONbHOU
UCIIBITBIBAET ITIOCTOSIHHOE HACUIILCTBEHHOE OTKPBIBAHUE PTA;

3) MOCTOSTHHBIN TPHU3M ¢ OOKOBBIMHU TOTYKOOOPAa3HBIMU ABUKEHUSIMU HUKHEN
YEJIOCTH, OPYKCHU3MOM M TUNIEPTpO(dUen AKeBaTETbHbBIX MBIIIII.

OpomanauOyisspHasi AMCTOHUS HEPEIKO HOCUT aCUMMETPUYHBIN XapakTep U
COMPOBOXKJIAETCA  3aTPYJHEHUSIMU  TJIOTAHUSA, JKEBaHUS W ApPTUKYJIALMU
(cmactuueckast auchoHus u aucharus).

[Ipu penko BCTpeyarolmeMcsi OJHOCTOPOHHEM WM PE3KO aCUMMETPUYHOM
JTUCTOHUYECKOM Oredapocnasme ObIBaeT TpyleH nuddepeHnanbHblii AUarHos ¢
JUUEBBIM TE€MHCIa3MOM, NP KOTOPOM THIIEPKMHE3 IEPBOHAYAIBHO MOKET
BOBJIEKATh KPYrOBYIO MBIy IJ1a3a. JIume nmo Mepe pa3BuTusi 3a00y€eBaHUS B
reMHUCIIa3M HAYMHAIOT BOBJIEKATHCS JIPYTHE MBIIILbI, HHHEPBUPYEMBIE JULEBBIM
HepBoM. OOLIMM MpH 3TUX pa3HbIX 3a00jeBaHUAX (KpaHHUaJdbHAs TUCTOHUS —
3a00JIeBaHUE HKCTPANIMPaAaMUIHOW CHCTEMBbI, JHIIEBOM TeMHcnazM — pe3ysbTar
YaCTUYHOM KOMIIPECCUHU MepU(PEepuyecKoro CTBOJIA JHUIEBOTO HEpPBA) SIBISETCA
dbenomen OnedapocmnazMa, KOTOPOMY MPU KPaHUAIBHOM ITUCTOHMM CBONMCTBEHHA
JUHAMUYHOCTh (HaJU4YMe KOPPUTHPYIOLIUX >KECTOB, MapaJOKCAIbHBIX KUHE3W,
YIIy4IlIEHHE [TOCJE CHA U T.J.), TOr1a KaK MPH JULEBOM I'eMHCIIa3Me JMHAMUYHOCTD
TUIEpKUHE3a CBelleHa K MHUHMUMyMy. JIMneBoW remucnasM MOXKET —Jlaxe

COXpaHsATBCA BO CHC, XOTA OMOLOUOHAJIIBHBIC W MCXAHHYCCKHUC CTUMYIJIbI
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(MpOU3BOJILHOE 3aKMypHUBAHUE, JKEBAHUE, pPE€Ub, OCKaJ, MPOU3BOJIbHBIA TPHU3M U
T.J.) MOTYT UHOTJIa YCUJIUTh WUJIM CIIPOBOIMPOBATH MAPOKCU3M T'eMHCIIa3Ma.

Jleuenne. HecmoTpss Ha mporpecc B M3yYEHUH MATOTC€HETHYECKHX OCHOB
JUCTOHUM, JiedeHUEe 3a00JIeBaHUs OCTAeTCS CHUMIITOMAaTUYECKUM. Tepamnus
JUMCTOHUM BKJIIOYAET TPU HAIPABJIEHUS: NEPOpaIbHbIE JIEKAPCTBEHHBIE CPE/ICTBA,
OOTyJIMHOTEpaNus U XUpyprudeckoe jgeueHue. [Ipu BbIOOpe METOAUKN YUUTHIBAIOT
BO3pPACT MAalMEHTA, STHOJOTHIO THUIEPKUHE3a, PACIPOCTPAHEHHOCTh U TAKECTh
CUMIITOMAaTHKH, BIUSHUE HA TOBCEAHEBHYIO AKTHBHOCTh M KQUECTBO KU3HH.

borynuHoTepanust OTHOCUTCA K IEPBOM JIMHUM JICUEHUSI JUCTOHUU Oy1arojaps
BBICOKOHN 3(()eKTUBHOCTH U OE30MACHOCTH 110 CPABHEHUIO C APYTUMHU METOJIaMHU.

[TepopanbHbie TIpenaparsl s JEYECHHUS CHHApOMa Melka TpUMEHSIOTCS,
KaK MpaBUJIO, B KAUECTBE JOMOJHUTEIBHON TEpaNuU PU HEJOCTATOUHOM dPdeKTe
OOTyJIMHOTEpayu. Hcnons3yercs HECKOJIbKO rpyII MpenaparoB:
AHTUXOJMHEPTUYECKUE CPEJICTBA, OEH30[IMa3eNUHbl, JIEBOAOINA, HEUPOIENTHKH,
OsokaTopsl  10)aMUHOBBIX PELIEITOPOB, AarOHUCTHl T'aMMa-aMHUHOMACIISHBIX
pPELENTOPOB U aTUITUYHBIE AHTUIICUXOTHYECKHUE MPETapaThl.

D¢} PexTUBHOCTD JICUEHUS 3TUMU IIpernapaTaMi HEBBICOKA, JAHHBIX B MOJIb3Y
NPUMEHEHUs] MHOTMX M3 HHUX HemocTaTouyHo. Haumbosiee 4acTto HCHONB3YIOT
AHTUXOJMHEPTrUYECKUE MpenapaTsl U KJIOHa3enaMm s JieueHus onedapocnasma.

[Toka3aHUsIMU K XUPYPrU4€CKOMY JICUEHUIO SIBIISIFOTCSI HEUYBCTBUTEIBHOCTD
K MEepOpaJIbHbIM JIEKAPCTBEHHBIM IMpenaparaM M OOTYJIOTOKCHUHY, a TaKke
BBIPDAKEHHOE BIIMSIHUE TMIIEPKUHE3a Ha IMOBCEJHEBHYIO aKTUBHOCTH M KAayeCTBO
XKU3HH. Vcrosb30BaBIIMECS paHEE TalaMOTOMHUS M MAIMAOTOMHS B HACTOSILEE
BpPEMsI BBITECHEHBI HOBBIM METOJIOM — IIyOoKo# ctumyJisiiueit mosra (Deep Brain

Stimulation, DBS).
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§ 3.3 CUHAPOM TYPETTA (TOURETTE'S SYNDROME)

Cunapom  Typerra (CT) -  mporpeccupyromiee  3a00JIeBaHUC
AKCTPATUPAMHUIHON CHUCTEMBI, XapaKTEePHU3YIOMIeecs Pa3HOOOpPa3HBIMU TIO CBOEH
MPOJOJDKATEILHOCTH M TEYEHUI0 MOTOPHBIMU U BOKAJbHBIMH THKAMH, a TaKkKe
HApYILICHUSMU TTOBEJICHHUS.

Ucrtopus. IlepBas myOnukanus CHHApPOMA MPUHAIICKUAT (PPAHITy3CKOMY
kiuauImcery J. Itard (1825). ABTop mpuBen omucaHue OOJBHOM, y KOTOpOW B
CEMHUJICTHEM BO3pacTe IMOSBWJINCH THKW, a 3aT€M BCKPUKHBAHUS W OpaHHBIC
BBIpKEHUsI. BOJIbHYI0O MyUYHJIO HENPEOJ0IMMOE JKeJIaHUEe BHIKPUKUBATH OpaHHbIC
cioBa Ha moAsx. KiuHuyeckue TmposiBieHUs Oone3Hn y OOJIbHOM ObUIH
HEOOBIYHBIMA W HE YKJIQJBIBAJTUCh B M3BECTHHIC B TE€ BPEMEHAa HO30JOTHYCCKUC
dbopmbl, HO TeM He MmeHee J. Itard He cuuTan, 4To HAOMIOMABIIUKCS MM Cilydai
ABJIIETCSI HOBOM HO30JIOTMUECKOW (POpMOM 0O0JIE3HU U pacCMaTpHUBAN €ro Kak OAHY
3 popm toHmueckux cymopor. B 1885 r. XKumme ne ma Typerr (Gilles de la
Tourette) meneHanpaBiIeHHO CTaJl M3y4aThb pPa3HOOOpa3HbIE MAaTOJIOTHYECKUE
COCTOSIHMS, COIPOBOX/AIOIIMECS HACWIbCTBEHHBIMHM JBWKEHUsIMU. B 1884 r.,
paboras B wimnHuke JK. Illapko B Salpetriere, Typert omyOnukoBan paloTy,
OCHOBAaHHYIO Ha COOCTBEHHBIX HAOJIOJICHUAX U MOCBAIIEHHYIO U3yUCHUIO SIBIICHUHN
sxoJiamuu U Komposanuu. OH OoOHapyX ujl cBoeoOpa3Hoe 3aboJieBaHUE, MpU
KOTOPOM TJIaBHBIMH CUMIITOMAaMU SIBJSUTUCh HEKOOPIMHUPOBAHHBIC TOJIEPTUBAHUS
MBIIIII, CTPAHHBIC BBIKPUKH, dXonaims W Komponamws. Kumne ne ma Typerr
oOpaTiyI BHUMaHHE HA TO, YTO 3a00JIeBaHUE MaHU(PECTUPYET MPEUMYIIIECTBEHHO B
JIETCKOM M IOHOIIIECKOM BO3PACTE M XapaKTEPHU3YETCs BOTHOOOPA3HBIM U BMECTE C
TeM nporpeccupyromuMm TedeHneMm. K. Illapko npemmoxun Ha3Bath 3TO
3a0oyieBaHue, paHee MMeHoBaBiieecs "tic convulsif', UMeHeM CBOEro y4yeHuka -
cunapomom JKuie ne na Typerra.

dnuaeMuoJiorus. Yactora BCTpeyaeMOCTH OOJIE3HH Yy JIMI] MY>KCKOTO T0JIa
3HAQUUTEJILHO BBIIE, YeM Yy JeBoueKk U keHmuH - 4:1. CsemeHus o

pacnpoctpaneHHocth CT B momynsiiMud BECbMAa IPOTUBOPEYMBHI, 4YTO B
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3HAQUUTENIBHOM MEpE CBSI3aHO C PaA3JIMYHBIMM  MOJIXOJAMU K  OLIEHKE
SIUJEMHUOJIOTUYECKUX MOKa3zarene. OleHka pacnpoCTPaHEHHOCTH  Cpelu
Hacenenust Bapsupyer oT 0,1 mo 3,8 %, ¢ ykazaHueM Ha CpPEIHIOI0 YacTOTY
nokasaress - npubnauzurensHo 0,3 %.

JtHojiorua U narorede3. HecmoTps Ha TO, 4TO mepBas IMyOJHMKanus C
ONMHMCAHWEM CIIy4aeB 3TOro 3aboseBaHus natupyercs 1825 romom, 3THONIOTHS U
naToreHes 3a00JIeBaHMs U CETOJIHA BO MHOTOM OCTAlOTCSl HEICHBIMU. B HacTosee
BpeMsl HCCIEAOBAHUSA B ATOM OOJACTH MPOJOJDKAIOTCS B HANpaBlICHUH IOUCKA
TeHETHYECKUX MapKepoB 3a00JIeBaHUS U BBISIBICHUS MOPGHOPYHKIIMOHATBHBIX
HapylIEHUH B LEHTPAJIBbHONW HEPBHOW CHCTEME, a TaKKE OIPEHCIICHHS PO
KOMOPOUIHBIX (pakTOpoB B pazBuThu U TeueHuu CT.

Hecmotpss Ha 10BOJBHO Beckue (PaKkThl, TOBOPSIIME O TEHETHUYECKOM
JNE€TEPMUHUPOBAHHOCTH, MOMBITKM KAPTUPOBATH T'€H JINOO T€HbI, OTBETCTBEHHBIE 32
pa3BUTHE CUHIPOMA, 10 HACTOAILEr0 BPEMEHU OKa3aluch Oe3ycnemHbIMu. Benercs
IOMCK BO3MOXKHOTO clieruieHns reHa cunapoma Typerra c D1 u D2 nodpamuHOBBIMU
peuentopamu. Ho Tmoka He NOAy4YeHO YOEAMTENbHBIX JOKa3aTeNIbCTB,
MOJITBEPKJAIOLIUX BO3MOKHOCTh MOJOOHOTO CLETIIICHMS.

K Hacrosmemy  BpemMeHH  copmylupoBaH  psii  KOHIEMIIHMA,
paccMaTpHUBAIOLIMX MaToreHe3 cuHapoma TypeTrTa ¢ Mo3UUUi HapyweHud Jubdo
HEHPOTPAaHCMUTTEPHOU, NMOO0 MeauaTopHoM (yHkimil. OnHolt w3 Haubolee
NOMYJISIPHBIX sBIIAETCA JodaMUHepruueckas rumnore3a mnaroreHesa. Jlopamuu
ABJISIETCA TJIABHBIM MEAMATOPOM M HEUPOTPAHCMHUTTEPOM, TaK WJIM HHAYE
CBSI3aHHBIM C «3aIlyCKOM» JIBUTaTENbHBIX U MoBeAeHuYeckux HapyeHnuil npu CT.
Jodamunepruueckas runote3a 0azupyercs Ha MPEANOJOKEeHUA O TOM, UYTO MpHU
cuaapome TypeTrTa uMeer MecTo OO0 yBeTWUYeHHAs! MPOAYKIHs n1odaMuHa, b0
MOBBIIIEHHAS] YyBCTBUTEIBLHOCTh PELIETITOPOB K HEMY.

Kaunuka.

Kpurepusimu auarnoza CT, coriacHo npoekTy AMEpUKAaHCKOW accolranuu

ABJIAOTCA:
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v'B teuenne GOe3HH B KAaKOW-TO MOMEHT BPEMEHH HAOIOMANINCh Kak
MHOKECTBEHHBIE MOTOpHBIE, TaK W | miM Oojee BOKANbHBIX THKOB, XOTS HE
00513aTeTbHO OJTHOBPEMEHHO.

v YactoTa THKOB MOXET TO YCHIIMBAThCsA, TO oOcinabeBarh, HO OHH
coxpanstorcs Oosiee 1 roga ¢ MOMEHTA MEPBOTO MOSIBJICHUS THKA.

v' Hauao 3a6oneBanwus g0 18 ser.

v Hapymienre He BbBI3BAaHO MNPSIMBIM (H3HOJOTHUCCKAM BO3JCHCTBHEM
BEIIECTBA UM OOIINUM 3a00JIeBaHUEM.

N3 kpurepue nmmarHoza CT cienyer, 4TO OCHOBHBIMHM CHMITOMaMH
ABJIAIOTCA THKU. B CBS3M € TeM, YTO TUKHM XapaKTEPHU3YIOTCS 3HAYUTEIBHBIM
NOJIMMOPGU3MOM  KIMHUYECKUX TMPOSIBICHUHM W BCTPEYAIOTCS MPU MHOTHUX
3a00JIeBaHUSAX U MATOJOTMYECKUX COCTOSHUAX, MPHU KIMHUYECKON OIIEHKE THUKOB
HEO0OXOJMMO C TOUHOCTBIO YUUTHIBATH BCE OCOOCHHOCTU UX (PEHOMEHOJIOTHH.

CT, kak nmpaBujio, 1e0IOTUPYET C MPOCTHIX TUKOB B BEPXHEW IMOJIOBUHE TeEIa,
qalle BCEr0 ¢ MOpraHusl M 3aXKMYPUBAaHHUs, PEKE C JBWKECHHHU T'OJIOBOM WU
miedamu. [lepBoHa4yalbHO THKM HOCAT NPEXOIAIIMH XapakTep, HO 3aTeM
CTAaHOBATCS TOCTOSHHBIMH. Y KaXJ0ro OOJIbBHOTO HMEETCSl WHAMBHIYaJIbHbIHI
penepryap THUKOB, KOTOPBI CO BPEMEHEM MEHSIETCS: MOSBISAIOTCS HOBBIE THKH,
TOTJla Kak CTapble MOTYT COXpPAaHAThCS WM Mcue3aTb. Ha Mecto MopraHuil u
IpPUMacHUYaHbs YaCTO MPUXOJAT LIMBIFAaHHE HOCOM U IMOKAIlIMBaHuE, a B Ooiee
MO3THEM BO3PACTE - IBUIKEHHUS TOJIOBBI U IJIEYaAMHU.

OIHOBPEMEHHO ITPOUCXOAMUT YCIOXKHEHUE CTPYKTYPbl THUKOB: K IIPOCTBIM
MOTOPHBIM THKaM MPUCOEIUHSIIOTCS BOKAJIbHBIE U CJIOKHBIE MOTOPHBIE THUKH.

Cno>xHble MOTOPHBIE TUKH XapaKTEPU3YIOTCS MPEPHIBUCTHIMU JBUKEHUSIMU,
IPOTEKAIOIIMMU JIMOO MO TUITY KJIACTEPHBIX aTak, TM00 B BUJIE€ KOOPINHUPOBAHHBIX
nerctBuid. K C0XHBIM MOTOPHBIM THKaM OTHOCSITCSI TPUMAChI, MOJIIPbHITUBAHNUS,
KacaHWe uYacTell Tena, JI0JIeM WM TPeaIMeTOB, OOHIOXMBAHHE IMPEAMETOB,
«oTOpachiBaHHE» TOJIOBbI. MHOTJ@ BCTpEYarOTCS THKU C CAMOIOBPEXKICHUEM -
yAaphl TOJI0BOM, TPUKYChIBAaHUE TYO, Ha/IaBIMBaHUS Ha TJ1a3HbIe 010KU. [pyrumu

MMPOABJIICHUAMMA CJIIOJKHBIX MOTOPHBIX THKOB ABJIAIOTCA 3XOIIPAKCHUA - HMMHTALUA
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’KECTOB U JBW)KEHMH IPYIHX JIOAEH M KOIPOINPAKCUS - OCKOPOUTENIBHBIE JKECTHI.
CnoxHbBIE MOTOPHBIE THKM HEPEIKO HOCAT «IPHUHYIUTEIBHBIN» XapaKkTep |
COIMPOBOXAAIOTCS OIIYIIEHHEM cepbe3Horo auckomdopta. IlamumenTsl dwacto
CKpBIBAIOT HENPOU3BOJIBHBIM XapakTep TUKOB JOOABIEHHEM IPOU3BOJIBHOTO
JBUKEHUS, HAIPUMEP THK «OTOPAChIBaHUs T'OJIOBBI MPOU3BOJIBHBIM JBHKEHHEM
IPUTIIAKUBAaHUS BOJIOC.

BokanpHbple TUKH Tak e pa3HOOOpa3Hbl, KaK U MOTOPHbBIE, U JENATCS Ha
IPOCThIE U CIIOXKHBIE. K MPOCTHIM BOKAJIBHBIM THKaM OTHOCATCS OECCMBICICHHBIC
3BYKM M IIyMbl - Kallellb, (ppIpkaHbe, OyjibKaHbe, IIEJIKaHbE, CBUCT, LIUIECHUE,
3BYKHM cocaHus U Ap. Cll0)KHBbIE BOKAJIBHBIE THUKU 3aKJIHOYAKOTCS B IPOU3HOLIECHUN
CJIOB, (hpa3 U NpeAJIOKEHUH, KOTOPbIE UMEIOT ONPEECICHHBINA CMBICIL.

Konponanus - onHo u3 Hanbosee TAroCcTHBIX AJis 00JbHBIX mposiBieHue CT,
INPUBOSIIEE K UX COLUATBHOW M3OJISALMH M B MPOIUIOM CYUTABLIEECS OJHUM W3
OCHOBHBIX JIMarHOCTHUYECKUX KpHUTEpUEB 3a00J€BaHUs, OTMEYaeTci JHIb Y
He001b11101 yacTu O00sbHbBIX. K TOMY %e y OOJBIIMHCTBA U3 HUX OHA OBIBAET JIETKO
BBIPAKEHHOM.

MoTopHbBIE M BOKaJbHBIE TUKM NpU CHHApoME Typerra, Kak IpaBuio,
COUETAIOTCS ¢ HAPYUICHUSIMU MOBEACHUS U TPYAHOCTAMH 00Y4Y€HUsl, BbI3BAHHBIMU
IJIaBHBIM 00pa3oM COIMYTCTBYIOIIMM CUHAPOMOM neduira BHuManusi. Hanbonee
YaCTBIMH [TOBEEHYECKUMH HAPYIICHUSIMU SIBIISIIOTCS

1. O0GceccuBHO-KOMITYIbCUBHBIN CUHAPOM (CUHAPOM HaBA3UMBBIX MBICIEH U
MPUHYAUTEIbHBIX IEUCTBUN):

HaBsi3unBbIe MBICTH ONPENENSIOTCS KaK MBICTH U 00pa3bl, BMEIINBAIOIINECS
B CO3HaHHME uesjoBeka. OHU SABISIIOTCS HENPOU3BOJBHBIMU U HENPHUATHBIMHU.
TUNUYHBIMM HaBSI3YMBBIMU MBICIISIMHA  SIBJISIFOTCST HEOOOCHOBAaHHBIE CTpaxu O
3I0POBbE YJIEHOB CEMbH, CTpax 3apaxeHusi MHQEKIMEeHl, MBICIM O BHUHE 3a
HECYACThsl, CIIyHatOUIUECS C OKPYKAIOIIUMHU.

[IpuHynuTensHble  pUTyaidbl (OECHCTBHSA) MPOSBISIOTCS  HABA3YMBBIMU
JIBUTATEIbHBIMU aKTaMH, KOTOPbIE MAIIMEHT COBEPILAET B MOIBITKE MPEAOTBPATUTD

HaBA34YHUBBIC MBICJIIM U 06pa351. TunuuHEIMA HaBSI3YHMBBIMU I[GﬁCTBH?IMH SABJIIAIOTCA
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pUTYyasbl cueTa, HECKOHYAaeMbI€ MPOBEPKH BELIEH, YPE3MEPHO YACTOrO YMBIBAHUS U
MBIThSl pyK. HabmonaroTest Takyke HaBsI3UMBBIE ACHCTBUS B BUJIE MPUKOCHOBEHUS K
IPEIMETAM OINPEJEICHHOE YUCIIO pa3 U MHOTOKPAaTHOT'O BBIOJIHEHUS 3alaHAl (110
TeX MOp, MOKa He BO3HUKAET YYBCTBO Y OBJIECTBOPEHUS).

2. CunzpoM AepuITa BHUMAHUSA:

CT B 50% ciyuyaeB coueraerca € CHHAPOMOM Je(HIMTa BHUMAaHUA,
MPOSIBIIIONIMMCS HApYIICHUEM KOHLIEHTPAllMM BHUMAaHUs, TMIIEPAKTUBHOCTHIO U
TpyaHocTssiMu  oOydenusi. Cunapom nedunuta BHUMAHHS  MOXKET  Kak
IPEAIIECTBOBATh PA3BUTHI0 OCHOBHBIX KIMHUYECKUX IPU3HAKOB CHUHApPOMA
TyperTa, B 4aCTHOCTHM THKOB, TaK W HaOII0AaTbCcsi BMECTe ¢ HUMHU. Bo3spact
MaHu(ecTalny CUHIpoMa IpuxoauTces Ha 4-6 set. Cunapom aeduliTa BHUMaHUS
MOXET COXPAHSATHCS JUINTEIBHO U UMETh MECTO Yy B3POCJIOrO YEJIOBEKA, CEPHE3HO
Hapyllasi BHITOJIHEHHUE €ro padoThI.

3. DOMouMoHaIbHas Ja0MIBHOCTh, UMITYJIbCUBHOCTh M arPECCUBHOCTH:

DOMoIMOHaIbHasT JaOUIbHOCTh, MUMITYJIbCUBHOCTh M arpeCCUBHOCTb TaKXkKe
MPEACTABIISIOT Cepbe3HyI0 TpodieMy st neteit ¢ CT, XOTs yacToTa uxX mpu JaHHOM
3a0oyieBaHUM Heu3BecTHa. Pe3kue mepemnajgbl HACTPOEHMsI, BCIIBIILIKH arpecCuu C
KPUKOM, Yrpo3amMHd MO OTHOILUIEHUIO K OKPYKAlOLIUM, JSTaHUEM, APAYIUBOCTHIO
XapakTepHbl U1 MAalMEeHTOB C CUHAPOMOM Typerrta M 4YacTo COYETAITCS C
CUHJIPOMOM Jie(pU1INTa BHUMAHUSI.

Jleuenwue.

dapmakorepanusi CUHApoMa Typerra OCYILIECTBISAETCA NPU  TOYHO
YCTaHOBJICHHOM JHarHo3e.

ApceHan npenaparoB, NPeAJIOKEHHBIX i JiedeHusi cuHjapoma Typerra,
JIOCTATOYHO BEJMK. DKCIEPUMEHTAIBHBIE U KIIMHUYECKHUE UCCIIET0BAHMS TOKA3aIIH,
YTO TMO3UTHBHOTO 3¢(deKTa Tepanuu MOXKHO JOCTUTHYTh, BO3ICHCTBYS Ha
pa3MyHbIe 3BEHbs MAaTOTeHe3a. Mex1y TeM OJIMH U3 IJIABHBIX BOIIPOCOB - KAKOMY

H3 IIPCIIapaToB OTAATH MIPCAINIOYTCHUC HA IICPBOM I3TAIIC TCPpaIllii, HC PCIICH.
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EBponeiickue kinHndeckue pekomenaanuu no CT u Apyrum TuKoBBIM paccTpoiicTBam — Bepcus2,0. yacrs 111:

(apmakoJioruyeckoe JieueHue

[Ipemapar ITokazanus | HayanpHas cyrounoii | Confidence in the | Hacteie mobounbie 3hdeKTh Physical and laboratory
no03a (Mr) no3el (Mr) | quality of the Examinations at the start
evidence** and at follow-ups
Anbda -2 aipeHepruuecKre arOHNUCTBI
Knonnaun CIBI'/CT 0,025 0,025-0,3 YMEPEHHBIN ['onoBokpysxeHue, AprepuanbpHoe
OpTOCTaTHUYeCKass  TUnoTeHs3us, | aasienue, DKI
CYXOCTbh BO PTY
AHTHUTICUXOTHYECKHE MPEIapaThl IEPBOTO MOKOJICHUS
lamonepunon | CT 0,25-0,5 0,25-3,0 YMEPEHHBIH Okcrpanupamuabie  cumnToMsel, | OKI, Bec
OeccoHmIla, BO30YXICHUE
ITumo3un CT 0,5-1, 1,0-4,0 HU3KUH lNonoBokpyskenne, connmmuBocTh, | IKI', Bec
HOYHOE MOYCHCITYCKaHUE
HoBble aHTUTICMXOTHYECKHE TTPErmapaThl
Apununpazon | CT 2,50 2,5-30 YMEPEHHBIN COHJIMBOCTb Bec, ypoBeHb TUIINIOB U
TJIFOKO3BI B KPOBU
Pucnepunon CT/napyme | 0,25 0,25-3,0 YMEPEHHBIN Juccomuus, cuHapoMm | Bec, ypoBeHb TMIIMIIOB U
HUS [MapkuHCOHM3MA TJIIOKO3bI B KPOBH
MIOBE/ICHUS
benzamu bl
Tuanpun CT 50-100 100-600 YMEpPEHHBII l'unepnponakTuHemus, OKT', Bec, mposakTuH
(2mr/xkr) BO30Yy’KJIeHNEe, OECCOHUIIA
Jlpyrie
borymunnyeck | CT BokanbHble 1-1,25 YMEPEHHBIN CnabocTh MBI
Wi TOKCUH TUKH: 1-
1,25en.
MortopHsbIe 75-250
TUKHU: 50-
75en.
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§ 3.4 BOJIE3Hb TEHTUHI' TOHA

boae3snb I'entmHrrona (Xopess I'eHTMHITOHA) — 3TO XPOHUYECKOE
IIPOTPECCUPYIOIIEE HACIEACTBEHHOE 3a00J€BaHNE HEPBHOM CUCTEMBI C MO3JHUM
Ne0I0TOM, XapaKTepU3YIOIIeecs] XOPEHMYECKUM TUIEPKUHE30M, PaCCTPOUCTBOM
ncuxuku u aemennuer. BI' HasBana B decth JIxopmxka ['enrmnrrona (George
Huntington), amepukaHckoro Bpada, MoJpOOHO OMKCABIIErO 3TO 3a00JICBaHHE B
1872 1.

INUAEMHUOJIOT U, bI' ABJIACTCS pEaKUM 3a00JIeBaHUEM,
pacIpoCTPaHEHHOCTh KOTOPOI'O B €BPOINEUCKON IMOIYJISALUNA COCTABIIIET OKOJIO S—
10 genoBek Ha 100 000 Hacenenus. PacnipoctpanénHocth bl MeHbIlle B cTpaHax
A3sun u Appuku u coctasisieT okoJio 1 yenoeka Ha 100 000 nacenenusi. MyX4uHBI
U OJKCHIIMHBI MMEIOT OJWHAKOBBIE PHUCKH YHACJIENOBATh JKCIAHCHUIO, KOTOpas
IIPUBEIET K pa3BUTHIO bl

ITHOJIOTUA M maTtorene3. bl — HacIeACTBEHHOE ayTOCOMHO-IOMUHAHTHOE
3a00JieBaHUE IIEHTPAJIBHON HEPBHOM CHUCTEMBl C TMOJHOW MEHETPAHTHOCTBIO
MyTaHTHOTO reHa. I'en 3a0oneBanust HTT, kapTUpoBaHHBIN B TUCTATBHOM YYacTKe
KOpoTKoro mieya 4-i xpomocombl (obOnacte 4pl6.3), comepkut B 1-mM 3K30HE
HECTaOUJIbHYIO TaHJEMHYIO IOCJIEI0BATEIbHOCTh TPUHYKJICOTUIHBIX HOBTOPOB
“nuro3uH-ageHuH-ryanun” (CAQG), He npeBbIIAIONIYI0 B HOpME 35, Torja Kak y
oonbHbIX BI' nMeeT MecTo (heHOMEH «3KCIMaHCUM» TPUHYKICOTUIHBIX TOBTOPOB —
yBemmueHus: uncia CAG-TpumieToB B MyTaHTHOM TeHE CBbIme 36 KOmuil.
CunTaercs, 4YTO 4YeM BBILIE YHCIO KOMHM, TO TeM Oojiee BBICOKAs BEPOSATHOCTD
pa3BuTusi 0OJie3HM B MOJOAOM Bo3pacte. IIpoaykrom rena siBisercs Oelok ¢
HEU3BECTHBIMU OMOJIOTUYECKUMU (DYHKIMSIMU T€HTUHITUH, COJEPKAIMNA B CBOEM
COCTaBe MOJIUTITYTAMUHOBBIN y4acTok, KoaupyeMbiit CAG-tpuruieramu.

VY cTaHOBJIEHO, UTO B MEXaHU3MaxX CEJIEKTUBHOW rubenu HelpoHOB mpu bI'
KIIFOYEBYIO POJIb UIPAET MATOJOTMYECKOE  B3aWUMOJECWCTBUE MYTAaHTHOIO
TEHTUHITAHA,  HECYIIEro  YyJJIWMHEHHBIM  IOJMITIyTaMHUHOBBIA  TPakT, C

omnpeneieHHbIMU  TKaHecnenuuueckumu  O6enkamu  [MHC. Y anuneHHbIN



HOJIMITTyTAMUHOBBIM ~ y4acTOK  MOJIEKYJIBI ~ CIIOCOOCTBYET  (POPMHUPOBAHHUIO
NATOJIOTUYECKMX MEXMOJEKYJISAPHBIX CBSI3€H C PSAOM TKaHECHEIU(PUUECKUX
oenkoB [IHC u pakTopoB TpaHCKPUIIIUU, arperaiii aMUJIOUJI0TEHHBIX OCITKOBBIX
KOMIIJIEKCOB B SI7Ip€ ¥ LUTOIUIa3M€, MHAYKIIMM MUTOXOHIPHAJIBHBIX HAPYLICHUN U
anonTo3a.

[Tatorenes nBurarenbHbIX HapyueHuid npu bI' onpenensercs nucbanaHcom
HEHPOTPAaHCMUTTEPOB B IOJKOPKOBBIX TaHIVIAAX. Pa3BUTHE XOPEUMYECKOTro
TUIIEPKUHE3A 00yCIJIOBJIEHO (GYHKIIMOHATIBHBIM npeoOIagaHueM
nodaMHHEpruuecKoil akTUBHOCTH BcieacTtBue aereHepauuun I'AMK-epruueckux
UHTEpHENPOHOB Tmosiocatoro Tena u ["AMK-epruueckoro crpuonaumgapHOro
IyTH, PE3YJbTATOM YETO SIBIIAETCA YMEHbIIEeHUE TOpMO3HOTO BiauaHusa ['’AMK Ha
noamMHHEpruyecKkue HEMpPOHBI KOMIAKTHOW YacTW YEpHOW CyOCTaHIMM U
MOBBIIIEHUEM aKTUBHOCTH HUTPOCTPUAPHON 10 aMHUHEPTUUECKON CUCTEMBI.

Kummnauka. BI' xapakrtepusyercs COY€TaHUEM ABUTATENIbHBIX (MOTOPHBIX),
IIOBEJICHYECKUX U KOTHUTUBHBIX HAPYILIECHHUH, OJJHAKO MOTI'YyT pa3BUBATLCA U JPYyTUe
cumnTombl. OT NarMeHTa K NaueHTy (Aake Cpeu YICHOB OAHOU U TOU e CEMBbH)
CUMIITOMBI bI" MOTYT OT/IMYATHCS IO CBOEH TSKECTH, BO3PACTY IOSBICHUS U TEMITY
IIPOrPECCUPOBAHUA. Y OJAHOrO YeJIOBEKa MOTYT OBITh BhIPAKEHHBIEC ABUTATEIIbHbBIE
pPaccTpOMCTBA, HO IIPU ATOM JIETKUE MTOBEICHUYECKNE U KOTHUTUBHBIE HAPYIICHUS, B
TO BpeMsl KaK y JPYroro JerpeccHsl U TpeBora MOTYT HaOJI0IaThCs 3a TOAbI J0
KAKUX-IMOO ABUTATeNbHbIX cUMITOMOB. [Ipo BI' muuryT, yTto oHa pa3BHUBaeTCs
UCIIOABOJIb, T.K. JOBOJIBHO CJIOKHO ONPENEIUTh TOUHYIO JaTy MOSBICHHUS €€ IIEPBBIX
CUMIITOMOB.

Jeucamenvuvie cumnmomsi. K nBurarenpHbiM cumnroMam bI' oTHocATCs
xopesi, OpaIuKUHE3Us U IUCTOHMS, KOTOpPbIE B 3HAUUTEIHHOW CTETIEHU HapyIlIaloT
nojazepxane (U3HOJOTMYECKOM T03bl, paBHOBecHe M XoAs0y. K apyrum
pacrpoCTpaHEHHBIM JIBUTATENIbHBIM NPOABIEHUSAM bI' OTHOCATCA TpymHOCTH
WHUIMAIMA TIPOU3BOJIBHBIX JIBWKEHUHN (OpaguKuHE3Us) U MPOJOJKUTEIbHbIC
COKpAILIEHUsI MBIIIL, MPUBOAAIIME K (POPMUPOBAHUIO HE(DU3MOJOTHUUECKHUX T03,

«CKPYYMBAHHUIO» WM TOAEPTUBAHUIO T€X WJIM HUHBIX 4YacTeil Tena (AUCTOHUS).
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Kpome Toro, y mnamueHtoB ¢ bBI' wacTto oTmewaroTcsi TI1a30JBUraTelIbHbIC
paccTpoicTBa, TPYAHOCTH MPHU MPOTJIATHIBAHUY MHIIHA U HEYETKAs peUyb, KOTOpAs C
TEYCHHEM BPEMEHH CTAaHOBUTCS BCE OoJiee CMa3aHHOM.

Jluunocmuvie u nogedenyeckue usmenenus. K Haubonee dYacTbIM
IICUXOIATOJIOTMYECKUM cuMnitomaM npu Bl oTHOcATca amatusa, TpeBora,
JENPECCHs], pa3IpaXKUTEIbHOCTb, BCIIBIIIKY arpecCud, UMITYJIbCUBHOE MOBEJEHUE,
00CeCCHBHO-KOMITYJIbCUBHBIE ~HApYIIEHWs, HApPYIIEHHWE CHAa W COLMAJIBHOE
oTuykaeHue. Pexxe BcTpeuaroTcs MaHUS UM MIM30(PEHONOAOO0HBIE MPOSBICHUS,
BKJItOUas Openl (JI0’KHbIE YOS KIEHUS ) U TAJLTIOLUHALMY (3pUTEIBHOE, CTyXOBOE WU
MHOE BOCIIPUSITUE BEUIEH, HE CYIIECTBYIOIIUX Ha camoM Jene). Y aul ¢ BI' moryt
TAK)K€ OTMEUAThC CyUIUAAIbHbIE MBICIH (OCOOCHHO Ha paHHUX CTauAX
3a0osieBaHusl). DBONBIIMHCTBO MNAMEHTOB M YX@XUBAIOLIUX JIMI CUUTAIOT
MOBEJCHUYECKUE M3MEHEHHUsI 0ojiee 0OpEMEHUTEIbHBIMHU, YEM JBUTATEIbHBIE WIIU
KOTHUTUBHBIE HapylIeHUs BeieacTsue bl

Koenumuenwvie napywenusa. bl' xapakrepu3yercs IOCTENCHHBIM HAPYLLIEHUEM
CIIOCOOHOCTH MOHUMAHMS M JIOTUYECKOTO CYKJICHHUS, & TAK)KE CHIXKEHHEM TaMsITH.
KoruutuBHble HapyllleHUsT BKJIIOYAlOT B ce0s 3aMelJIeHHE MBIIUICHUS |
3aTpy/IHEHHE  KOHIIGHTPAallUM  BHUMAaHMUS, CIOXHOCTM B  OpraHHU3alluH,
IUIAHUPOBAHUM, TPUHITUM PEHIEHW W B OTBETax Ha BOMNPOCHI, CHUXKEHUE
KPaTKOCPOYHOM MaMATH B COYETAHUM C 3aTPYJHEHHUSIMH B PEIICHUU IpoOiieM,
MOHUMAHUU U YCBOCHUH HOBOM MH(POPMALIHH.

Boigensitor 2 ocHOBHBIE — KiIMHHMYeckHMe ¢GopMbl  3a00JieBaHUS -
TMIEPKUHETUYECKYIO U AKHHETUKO-PUTHIHYIO, PA3IMYAIOIIMECS BO3PACTOM Hayalla
00JIe3HU, TEYEHUEM U OCOOCHHOCTAMHM SKCTPAUPAMUIHOTO CUHAPOMA.

I'mnepkunernyeckas opma BI' sBisercs nHanbosiee 4aCTOW U TUMTUYHOM
JUIsl 1aHHOro 3aboseBaHus. CUMOTOMBI MaHU(ECTUPYIOT B 3pEIOM BO3pacCTe,
OOBbIYHO Ha 4-7-0M JecATUIETHH KU3HU. [lepBoHAYaNbHO y OOJBHBIX OTMEYAIOTCS
NOBBIIICHHAsT ~ BO30OYyAMMOCTb,  O0Ilas  TUIEPAKTHUBHOCTh,  JIBUTaTEIbHOE
OECIOKOWCTBO, HW3MEHEHUSI B SMOILMOHAIBHO-BOJIEBON cdepe, (Iempeccus,

TPEBOKHOCTb, SMOIIMOHATIbHAS HEYCTOMYUBOCTDH). OKpyKarlye U POJACTBEHHUKU
80



OTMEYAKT, YTO OOJIBHOM MHOIO JKECTHKYJIHUPYET, HEYCHUIYMB. 3aJ0iIro Jo
pa3BepHyTOil crTaauu bBI' neranbHOE HEWPOINCHXOJOTMYECKOE O00CIIe0BaHHE
«KJIMHUYECKH 3I0POBBIX» HOCHUTEJIEH MYTAaHTHOI'O I'€Ha MO3BOJISIET BBIIBUTh Y HUX
psAA TOCTOBEPHBIX KOTHUTUBHBIX M JIMYHOCTHBIX H3MeHeHud. Ha stom ¢one
MOCTENEHHO MOSBIISAIOTCS TUITUYHBIE XOPEUUYECKUE TUIIEPKUHESBI.

Ha panneil craguu OO0JIE3HM TUIIEPKUHE3bl UMEIOT HU3KYIO aMIUIMTYAY,
HAOJIIOAI0TCS B AUCTAIbHBIX OTJENAaX KOHEYHOCTEH, MUMHUECKON MYCKYJaType,
A3bIKe. B nManpHEWIIeM TUIEPKUHE3bl HApacTaloT II0 AMIUIMTYJE, CTAHOBATCSA
pa3MaliCThIMU, TE€HEPAIN30BAHHBIMU U HEKOHTPOJIUPYEMBIMH. Y OOJBHBIX
MEHSETCS IOXOJKAa, MHUMHUKA, XECTUKYJISALUUSA, peub M MOYEpK. XapaKTEpHO
HapacTaHUE BBIPAXKEHHOCTH TUIIEPKUHE30B TPH BOJHEHHHM, WHTEHCHUBHOU
YMCTBEHHOH NI€ATEIBHOCTH, POU3BOJBHBIX ABMKECHUAX U NEPEMEHE IOJIO0KEHUS
Tena (ykazaHHble (OPMBI AKTUBHOCTM MOTYT BBI3BaThb KPAaTKOBPEMEHHYIO
«JIBHrarenbHyto 0ypro»). ITo Mepe nporpeccupoBanusi 00JI€3HUA U3-3a BBIPAXKEHHBIX
TUIIEPKUHE30B OOJIbHBIE TEPSIOT CIIOCOOHOCTh CaMOCTOSITENIBHO MEPEBUraThCs U
o0cITyKuBaTh ceosl.

[Ipu kiaccuueckoi runepkuHeTndeckor popme bI' runepkuHesb! JOCTUTAIOT
CBOEro Makcumyma yepe3d 5 - 10 jer mocie Hadana OOJIe3HM; BIOCIEACTBUU
TUIEPKUHE3BI TMO0 COXPAaHAIOTCS Ha MMPEXKHEM YPOBHE, INOO MAaCKUPYIOTCS 110 MEpe
HapacTaHusi  J3KCTpanmupamMugHoW  purmgHoctH.  IlocreneHHoe — pas3BuTue
HKCTpAMPaMUAHON PUTHIHOCTH TIPU IIUTENbHOM TeueHuu bl 3HameHyet coOoi
nepexoJl 00JIe3HH B TaK HA3bIBAEMYIO IMO3JHIOI0 aKWHETHUKO-PUTHIHYIO (QopMmy.
Jannas ¢gopma, ssisromiascss GuHaniom 3aboneBanus, coctapiseT okoigo 10% ot
oOmrero yncina 6onabHbIXx bI'. Ha 3Toit cTaanu HEpeKo 0TMEUaroTCsd KOHTPaKTyphl,
KaxeKCHUs U TsDKEJIble BEreTaTUBHO-TPO(PUUECKHE PacCCTPOCTBA.

IlepBuYHBI HBEHWIbHBbI AKWHETHKO-PUTHAHBbIA BapuaHT O00JIe3HHU
(BapuanT Bectdans) nabmonaercs B 5 - 10% ciygaeB BI'. ¥V Takux 0oibHBIX
3aboneBanue Manudectupyet Ha 1 - 2-OM ECATUIICTUHN KUZHHA U XapaKTEPU3YETCS

O0COOEHHO HEOJAronmpusTHBIM TE€YEeHHWEM. B KIMHUYECKOM KapTuHE Yy peOeHKa
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IIPEBAJIMPYET MBIIICYHAs] PUTHAHOCTb, KOHTPAKTypbl, W3MEHEHUE IIOBEICHUS,
HapyILIEHUE YMCTBEHHOTO PA3BUTHSI.

XOpenvecKkue TUINEPKUHE3bl MOTYT OBITh BBIPAXKE€Hbl HE3HAYUTEIBHO
(HepeaAKO OHM OTPaHUYMBAIOTCS JIUIIb MEPUOPATBHON MYCKYIaTypoH, SI3bIKOM U
JUCTAIbHBIMU ~ OTJEJIaMH  PYK) WJIM BOOOIE OTCYTCTBYIOT. OmnpeneneHHoe
JTMAarHOCTMYECKOE 3HAaYeHHE Yy TaKuX OONIbHBIX HMeeT (papMakomornueckas
Harpys3ka JIeBOJOINOM, MPU KOTOPOW MUHUMAJIbHO BBIPAKEHHBIH XOpen()POpMHBII
TUIIEPKUHE3 YCWJIMBAETCS M CTAHOBUTCSA SIBHBIM. XapaKTEPHOU OCOOEHHOCTHIO
I0BeHWJIbHOU (popmbl BI' sBisieTcst Takke pa3BUTHE SMUIECNTHUYECKUX MPUIIAIKOB,
MUOKJIOHUM, JUCTOHUHU, aTe€T03a, NMUPAMUIHBIX CHMITOMOB, aTakCUU. BapuaHT
Bectrdans nabmomaercs oObIYHO MPHU NEpenadye MyTaHTHOTO T'eHa OT OOJBHOTrO
oTua. OTOT (EHOMEH NOMy4YWsl Ha3BaHHE <«A(PPEKT OTIOBCKOW Nepesaumn».
MakcumanbHas crenenb 3kcnancuu LIAT-nosropos npu BI” (cBbimie 55 - 60 konwuit)
XapakTepHa UMEHHO JUIsl OBEHUJIBHOTO BapuaHTa OOJIE3HHU.

IloBeneH4yecKkne M NMCUXHYECKHE paccTpoilicTBa. Ilcuxudeckue HapylIeHHUs
4acTO OTMEYAlOTCSl YK€ Ha paHHeW craauu 3a00JieBaHUSA [0 TMOSIBJICHUS
JBUTATEIBHBIX ~ CUMOTOMOB. IIpOLIEHTHOE  COOTHOLIEHHWE  MAalUEHTOB €
IICUXWYECKUMU HAPYLIEHUSIMH BappupyeT Mexay 33 u 76%.

[TapamensHO JBHUraTeIbHBIM HAPYIICHHUSIM TOCTENEHHO MPOSBIAETCS
JEMEHLMS MOJKOPKOBOIO THUIIA, XapaKTEPU3YIOIAsACs 3aMEAJICHHEM KOTHUTHUBHBIX
GyHKIUN, CHI)KEHUEM MaMATH, OCJIa0JICHMEM KPUTHKH, araTueu, JAenpeccue,
HEPENKO - CYHLIHUJIAIbHBIMU TONBITKAMM M OJHOBPEMEHHO - COXPAHHOCTBIO
NOHUMAaHUS U NPOLYKIUU PEYH, OTCYTCTBHUEM ArHO3MUU.

Teuenme. BI' xapakrepusyercs NpOrpeIUEHTHBIM TEYEHUEM; OOJIbHBIC
OOBIYHO TOTHOAIOT OT WHTEPKYPPEHTHBIX 3aboneBanuii yepe3 15 - 20 mer ot
MOMEHTA MOSIBJIEHUS MEpBbIX cUMNTOMOB. OcobeHHocTu TeueHus bIT mpu Bcex
dbopmax 3a00neBaHUs JAOCTOBEPHO KOPPEIHUPYIOT C TSHKECTbIO MYyTallMd, T.€. CO
CTENEHBIO 3KCNAaHUMU TpUHYKIeOoTUIHbIX L{AIl'-moBTopoB. C HapacTtaHueM uuncia

koruii [{AI'-moBTOpOB MyTaHTHOro TeHa 3abojieBaHue MaHUdecTUpyeT B OoJiee

82



MOJIOJIOM BO3pacTe M XapaKTepusyeTcsi 0ojiee ObICTPHIM MPOrPECCUPOBAHUEM KaK
HEBPOJIOTUYECKUX, TaK U ICUXUYECKUX CUMIITOMOB.

Jleuenne. HecmoTpst Ha 3HaHWEe maToreHesa 3abosieBaHusi, bl Bce emie He
noasaercs JiedeHuto. [loaToMmy 0OBIYHO peub UIET O CUMIITOMATUYECKOM JICUCHUU
U MEpONpHITHAX MO  YJIYYIICHHIO KadecTBa OKuM3HU. OOIIenpuHsTHIE
JIEKapCTBEHHBIE MPENapaThl IPU XOPEE - THIIMYHBIE WJIM aTUITUYHbIE HEUPOJIENTUKN
(6moxaTopbl 10(paMUHOBBIX PELENTOPOB) U TeTpabeHa3uH. DPpdekTuBHbI npu bI,
OCOOCHHO B OTHOLICHUH XOpEH, AaTUIUYHbIC HEWPOJENTHKH, KIO3aluH H
ojaH3anuH. IIpuUMeHSIOTCS Takke KBETHANMH, 30TENUH, 3HUIPAa3sHUIAOH W
pucnepusion. [Ipomen KIMHUYECKUE UCIBITAaHUSA KaK IpEnapar, YMEHbIIAIOIIHMA
xoperw, TeTpadeHasuH. [loka He uW3yyeHO JEHCTBME HEUPONPOTEKTOPOB U
nepecagki YMOPUOHANIBHBIX KJIETOK. B HECKOJBKUX cilydyasix MpH JICYEHUH XOpEeu
IPUMEHSIIOCh XUPYPIUUECKOE BMEIIATEIBCTBO (INIyOOKasi CTUMYJIALIMS TOJIOBHOTO
MO3ra).

B Hacrosiiiee Bpemsi €IMHCTBEHHBIM METOJIOM Npoduinaktuku Bl aBnsercs
MEJIMKO-TEHETUYECKOE KOHCYJIbTUPOBAHUE U MPEIOTBPAILIEHHE TOBTOPHBIX CIIyYacB
3a00JIeBaHUsl B OTATOLICHHBIX ceMbsiX. [laliueHTam U3 rpymnmnsl pucka, UMEIOLUM
50% puck passutus bI, mpoBomurcs mnpsamas JIHK-mmarHoctnka ¢ 1ensro
BBISIBJICHUSI MYTAaHTHOTO TI'€HA; JMIAM C YCTAHOBJIICHHBIM HOCHTEJIBCTBOM T'€HA
00J1€3HN PEKOMEHAYETCS BO3AEPKATHCS OT IE€TOPOXKICHUSI.

VY KEHIIWH W3 TPYIIBI PUCKa BO3MOYKHO ITpoBeaeHne npeHaranpHon JJHK-
JTMAarHOCTUKU B TIepBOM TpuMmectpe OepemeHHoctu. IIpenaranbnas JIHK-
JUArHOCTHKA y IUIOJA OCYILECTBIAETCA Ha ocHOBe uccienoBanus JIHK Bopcun
XOpPHOHA WM KIETOK AaMHUOTHYECKOM JKMAKOCTH, 4YTO JAeT BO3MOYKHOCTH
JIOCTOBEPHO yCTaHABJIMBATh F€HETUYECKUI CTATYC IJI0/Ia U CBOEBPEMEHHO PEILIATh
BOIIPOC O BO3MOKHOM IMPEPHIBAHUK O€PEMEHHOCTH.

JloopokayecTBeHHas HacJencTBeHHAast xopesi (Benign Hereditary Chorea)

JJHX - penkoe TEeHETHYECKHM OOYCIOBICHHOE THUIEPKUHETUYECKOE
paccTpOMCTBO, XapaKTEpHU3YIOUIEeCs paHHUM JeOI0TOM, NPEUMYLIECTBEHHO B

ACTCKOM BO3pacCTC, U OTHOCUTCIIBHO 6HaFOHpI/I$ITHBIM TeueHuem. B IMOCJICAHUC I'OAbI
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MpeICTaBICHUs O 3a00JI€BaHNU CYIIECTBEHHO PACIIUPHIIKCH: CTAIO OYEBUAHO, YTO
KIIMHUYECKUM CIIEKTP BKJIKOYAET HE TOJIBKO JBUTATEIbHBIE HApYILICHHS, HO U
SHJAOKPUHHBIE, PECIMPATOPHBIE U KOTHUTUBHBIE PACCTPOMCTBA.

JtHojorus. B GoNbIIMHCTBE cilydyaeB 3a00JIeBaHUE CBA3AHO C MYTAalUSIMU
rera NKX2-1, koaupyromero TpaHCKPUIIIMOHHBIN (PAKTOp, y4acTBYIOLIUI B
AMOPHOHATILHOM Pa3BUTHH 0a3aIbHBIX TAHTJIMEB, IIUTOBUIHOM JKEJIE3bI U JIETOYHON
TKaHu. Tunm HaciaegoBaHWsS - ayTOCOMHO-IIOMHUHAHTHBIM, OJHAKO BO3MOYKHBI
cnopagnueckne mytanun. NKX2-1-accomumpoBaHHOE pacCTpPOMCTBO HEPEIKO
OIMUCBHIBACTCA KAK CHHIPOM «MO3I—JICTKUE—ILIUTOBUIHAS KEJIE€3a», OTPAKAIOLINN
MYJIbTUCHCTEMHBIN XapakTep NaToJIOIMu. B KIIMHNYECKON IPAKTUKE BO3MOXKHBI KaK
NOJIHBIE (POPMBI CUHAPOMA, TaK U U30JIMPOBAHHBIE HEBPOJIOTHUECKHUE MPOSBICHU.

IMatorene3. Hapymenue ¢ynkiun NKX2-1 npuBoauT K aHOMaIbHOMY
GbopMUPOBAHUIO HEUPOHATBHBIX CETEW CTPUONAUIMAAPHOU CUCTEMBI, UTparolien
KJIIOYEBYIO POJIb B KOHTPOJIE MPOU3BOJIbHBIX ABWKEeHHU. [lucOamaHc Mexmay
OpsIMBIM M HENPSMBIM IYyTSAMU 0Oa3aJIbHbIX TaHIJIMEB BBI3BIBACT CHUIKEHHE
TOPMO3HOTI'O BIIMAHUS HAa TaJIAMOKOPTHUKAIBHBIE CTPYKTYPBI, YTO KIMHHUYECKU
IIPOSIBIIACTCS TUIIEPKUHE3aMH.

JlononHUTENBHO MIPEANOIAraeTcs y4dacTue no(pamMuHEPruuecKux
MEXaHU3MOB U HapYyLIEHU HEUPOTPAHCMUTTEPHOTO OOMEHA.

Kaunuka. Jle6rot 3a001eBaHus Jalie HaOI01aeTCs B MIEPBBIC TOJIBI KU3HU.

Haubosnee xapakTepHble TPOSBIICHUS:

U MBbIICYHAA TUIIOTOHUA Y MJIQACHIICB,

U 3aJICPKKa MOTOPHOI'O pa3BUTHUA K Hadajld XOI[I)6I)I;

U XOPCUYICCKHUE IBHUIKCHUAA,

U AUCTOHUA, MUOKJIOHYC, MOTOPHBIC U BOKAJIbHBIC TUKH,
. HapyIICHUA PaBHOBCCHA U IIOXOAKH.

YacTto HaOIHOMAI0TCA:

. TUTIOTHPEO3;
. 3a00JIeBaHUS JICTKUX U PEIUANBUPYIOIINE WHPEKITNN;
. TPYJIHOCTH OOyUEHHUS U TTOBEICHYECKUE MTPOOTIEMBI
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I[I/Ial"HOCTI/IKa. I[I/IaFHO?: OCHOBBIBACTCSI HA COYETAHUU KIMHHUYECKOMU
KapTHHBI U TCHCTHYCCKOT'O TCCTUPOBAHUA.

OCHOBHBIE KPUTEPUU:

o paHHEE HAYaJIO XOPEH, 4acCTO MOCIIC TUIIOTOHUY;
o HAJIMYKME TUPEOUTHBIX WU PECIMPATOPHBIX HAPYILICHUM;
° MOATBEP)KJACHUE TAaTOreHHoro BapuanTa TreHa NKX2-1 mnpu

MOJIEKYJISIPHO-TEHETUUYECKOM HCCIICIOBAHUH .
XOPESA CUAEHI'AMA

Pesmatuueckas xopes (xopes CuaeHrama, Majas Xopes) - peaKoe
MOCTUH(EKIIMOHHOE  OCIIOKHEHWE TOH3WUINTA (aHTUHBI) WM (ApUHTHUTA,
BBI3BAaHHBIX [-TE€MOJUTHYECKUM CTPENTOKOKKOM T'PYIIIBI A, XapaKTepHU3yIOIIeecs
HEMPOU3BOJILHBIMU XaOTUYHBIMU JBUKEHHUSIMU B KOHEUHOCTSIX U TTOBEJIEHYECKUMU
HapyIICHUSIMH.

ITHOJIOTHSA U MaToreHe3. Manas xopest MaHU(ECTUPYET B IETCKOM BO3pacTe
C muKoM Jne0roTa mMexay 7-12 romamu. 3a00jeBaHMEM Yallle CTPAJIAlOT JACBOYKHU
ctrapiie 10 jiet, 4To MOKET OBITh CBA3aHO C TOPMOHAIBHBIMU MEPECTPOUKAMU B 3TOM
Bo3pacTe. OOBIYHO TMEpBbIC CHUMIITOMBI MajOM XOpeHW pa3BUBAIOTCA depe3 2-/
MECSIIIEB MOCTIE IEPEHECEHHOM CTPENTOKOKKOBON MH(DEKIIUH.

B Hacrosiiee BpemMsi CUMTAETCS, YTO OCHOBHBIM MaTOr€HETUYECKUM
MEXaHU3MOM Da3BUTHSI 3a00JIEBaHMS  SIBISETCS Pa3BUTHE TMEPEKPECTHOIO
ayTOMMMYHHOTO oOTBeTa. [Ipu 3TOM o00pa3yloTcsi MEpPEeKPEeCTHhIE aHTUTENAa K
MeMOpaHe B-TeMOJIUTHYECKOTO CTPENTOKOKKA TPYNIbl A U IIUTOIIa3Me HEHPOHOB
cyOTaJlaMu4eckux W XBocTarbix  sgep. OpHako 1mpu  3a00J€BaHUU
WMMYHOJIOTHYECKHE TOKa3aTeIr MOTyT OBITh B HOPME, YTO CBSI3aHO C
MPOJOIKUTEILHBIM  TIPOMEXYTKOM MEXAY TEPEHECEHHOM CTPENnTOKOKKOBOM
uHpEeKIMe W TOSBJICHHEM  HEBPOJOTUYECKUX  PACCTPOMCTB  (dheHoMeH
MOJIEKYJIsspHON ~ mMumukpuu). Y  80% OONBHBIX pEBMAaTUYECKOW Xopeei
oOHapyxuBaroTcsi aHTU(DOCHOIUNUIHBIC aHTUTENA, HO JO0 CUX TOp MX pOjb B

rmaToreHese 3a00JieBaHUs A0 KOHIIa HC N3Yy4YCHA.
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Kannuka. Mamas xopes, Kak TpaBWIO, COYETaeTCs C APYTUMHU
KIMHUYECKUMH CHUHAPOMAMH OCTPOW PEBMATHYCCKOW JIMXOpPAAKU (KapawT,
MOJNAPTPUT), OAHAKO Yy 5-7% OOJNBHBIX OHA MOXKET ObITh E€IUHCTBEHHBIM
pOsIBIICHUEM OO0JIC3HH.

OO6bpyHO MaHU(DECTHBIMA CHMITOMAMH DPEBMATHYECKON XOpEH SIBISIIOTCS
HapyIIeHUs  TOBEACHUS  (TMOBBIIMICHHAS  Pa3ApaXUTEIBHOCTh, W3MCHEHUS
HACTPOCHMsI), HEIIOBKOCTh JBMKCHHA W TPYIHOCTH TPU THCHME. «...PeOEHOK C
xopeert Cumenrama OyAeT TPWKIbI HaKa3aH MPEXIe, YeM €My YCTaHOBST
MPaBUJIBHBIN AMATHO3: OJIMH Pa3 3a HEMOCEATUBOCTh, OJMH Pa3 3a pa30UTYIO MOCY Ay
Y OJIUH pa3 3a TO, YTO OH «CTPOMUJ pokm» 0alyIike». ITO BhICKa3biBaHUe BuibcoHa
TOYHO WUTIOCTPUPYET TPU TJABHBIX KIMHUYECKHX YEPTHl MaJlol XOpewu:
CIIOHTAHHbBIE Y HETIPOU3BOJIbHBIC ABUKEHUS, HEKOOPIUHUPOBAHHBIC TIPOU3BOJILHBIE
JBIKEHUS U MBIIICUYHYIO CI1a00CTb.

Hemnpon3BoibpHbIEC IBIKCHHS 0OBIYHO TeHEPATN30BaHHBIC, PEIKO MOTYT OBITH
acUMMeTpU4HbBIMUA U B 20% ciydaeB HOCAT OJAHOCTOPOHHHUU XapakTtep. OOBIUHO
TUTIEPKUHE3B BOZHUKAIOT B MBIIIIAX JIIA U JTUCTAIBHBIX OTIEIaX KOHCUHOCTEH.
CHauana OHM €]IBa 3aMETHBl M YCHJIMBAIOTCS TOJBKO Npu BoJiHeHHH. [lo mepe
pa3BuTHs ~ 3a00NeBaHUS ~ CIWHWYHBIE  pPE3KUE H  HENPOIOJDKUTEIHHBIC
HEMPOU3BOJIbHBIC JBM)KCHHUS CTAHOBATCS TCHEPATM30BAaHHBIMUA. B pa3BepHyTOI
cTaauu OOJIE3HH XOPEWYECKUE THUIEPKUHE3bl MPAKTUUECKH HE MPeKpallaroTcs,
rcye3as BO CHE U IIPU MEIMKaAaMEHTO3HOU CEIallnH.

[Ipu HEBpOJIOTUUECKOM OCMOTpE HAOIIOAAOTCS 4 XapaKTePHBIX CUMIITOMA!

1) pednexkc I'opmona Il (mpu BhI3BIBAaHMM KOJIEHHOTO pediiekca TOJeHb B
TEUCHUE HECKOJBKHMX CEKYHJ[ OCTAcTCS B TOJIOKCHUHM DPa3ruOaHMs, BBI3BAHHOM
COKpAIIEHUEM YEThIPEXTIIABOM MBIIIIIBI Oepa);

2) CUMIITOM XOPEHUYECKOW PYKH - TATOJOTHUYECKOE IMOJI0KEHNE KUCTH, TIPH
KOTOPOM OHAa HECKOJIbKO COTHYTA B JIYYE€3aIlICTHOM CYCTaBe, a MajIbI[bl HAXOATCS
B MMOJIO’KEHUU TUTIEPIKCTEH3HUH B MACTHO- (DATAHTOBBIX CyCTaBaxX M Pa3oTHYTHI WA

CJICTKAa COTHYThI B Me)K(l)aJ'IaHFOBBIX CyCTaBax;
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3) «A3BIK XaMeJIEOHa» - HEBO3MO>KHOCTb BBICYHYTb S3BIK IIPH 3aKPbITBIX
rja3ax (MpH MONBITKE BHICYHYTh SI3bIK OH TYT YK€ BO3BPAILAETCS B POT);

4) cumntoMm YepHu - BTSTUBaHKUE OPIOUTHON CTEHKH U MOABEM TuadparMbl Ha
BJIOXE.

IIpoaoKUTENBHOCTD TEYEHNS PEBMATUYECKOM XOPEU - OT 1 Mecsiia 10 2 JierT.
Bone3ns MOKeT peluInBUPOBATh MPU 0OOCTPEHNUN XPOHUYECKON CTPENTOKOKKOBOM
MHQPEKINY, OJIHAKO €CJIM B TEYEHHE IEPBBIX JBYX JIET CUMITOMOB OOJE€3HU HE
OTMEYaeTCs, BO3HUKHOBEHHE XOpEH MalloBeposiTHO. IIporHo3 3abosieBaHMs, Kak
IPaBUJIO, OJIATONIPUATHBIN. Y JA€BOYEK, IEPEHECIINX XOPEI0, COXPAHSAETCS BBICOKUN
PHUCK €€ BOZHUKHOBEHUS BO BpeMsi OEpEMEHHOCTH U IIPU NMpUeMe KOHTPALlENTUBOB,
YTO  MOXET  ObITh  CBSI3aHO  C  TOBBIIIEHHON  JONMAMHUH3PIHYECKOU
qyBCTBUTEIBHOCTBIO.

XOPESA BEPEMEHHBIX

Xopest 6epemennbix (Xb) — accouunpoBaHHOE ¢ HAIMYUEM OEPEMEHHOCTH
COCTOSIHHE, XapaKTEPU3YOLIEECs DKCTpanupamMuIHON CUMIITOMAaTUKOM:
TUIEPKUHE3bl, JAUCKOOpAWHALMSA, OU3aPTPUs; a TaKKe COMPOBOXKIAIOLIEECs
NCUXOAMOLIMOHAIBHON J1a0UIBHOCTRI0. MOXKET NOSBIATBCA Ha JIOOOM CpOKe
recTalyu, OJTHaKO B OOJIBIIMHCTBE CIIy4aeB CUMIITOMBI MTOSIBIISIFOTCS PAHO: B IEPBOM
TpUMeECTpe OEPEMEHHOCTH, U3-3a pOCTa KOHLUEHTPAIMU ICTPOr€HOB B KPOBU B ATOT
IIEPUOL.

[Ipeanonaraercss  HECKOJbKO  3THOJOTMYECKHX  BApPUAHTOB  XOpPEH
OepeMEeHHBIX:  WAMONATHYECKHM  BapuaHT, [OApa3yMEBAIOUIMN  HajIuuue
HACJIEJICTBEHHOM  IPEAPACIONIOKEHHOCTH;  ACCOLUMHUPOBAHHBIE C  JAPYTMMHU
3a00JIeBaHUSIMA BapHUaHThl, & MUMEHHO: C OCTPOM pPEBMATHUYECKOW JIMXOPaJKOM,
CUCTEMHOW  KpacHOW  BOJNYaHKOW,  aHTU(OCHOTMIUAHBIM  CHHAPOMOM,
HEeHpOoCUPUINCOM, TUPEOTOKCUKO30M; JIMOO SABJISIFOIIMECS IMOCIEICTBUEM MpUEMa
JIEKapCTBEHHBIX CPECTB.

JlokazaHo, 4YTO CTUMYJHpPOBaTh pa3Buthue Xb Moxer mnpuéM 10
OepeMEeHHOCTH Ha (oHE KOMOPOMJAHOW TATOJIOTMM  CIEAYIOUMX TPYII

JIEKapCTBEHHBIX TIPEMapaToOB: HEUPOJICTITUKOB, OEH30/IMa3eNMHOB, MPEMapaToB
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JIUTHS, MPOTUBOANMUIENTUYECKUX npenaparos, a TaKXe IPUEM
ACTPOrEeHCOIEPKAIIUX OPATIbHBIX KOHTPALENITUBOB.

IIpenmoceuikont myist pasButuss Xb pPEBMATUYECKOM MPUPOABI SBISIETCS
dbopmupoBaHre BO BpeMs J1e0r0Ta Majioll XOpeu B JETCKOM BO3PACTE ayTOAHTUTEN
kinacca IgG k aHTUTeHaM ToJIOBHOTO Mo3ra. HeoOXOoauMbIM MaTOT€HETHYECKUM
3BEHOM SIBJIIETCS TMOBBIIIEHNE TPOHUIIAEMOCTH TeMaTo3HIe(daIndeckoro odapnepa,
YTO MPEIONPEAEISAET B3aUMOICHCTBUE AyTOAHTUTEN C AHTUIC€HAMH HEPBHBIX
KJIETOK M OCYIIECTBISETCS TOCPEACTBOM BozaeicTBus Thl7-mumporuTtoB Ha
SHAOTENNN cocyaucTtoro 3BeHa [Db. JlaHHble mpoliecchl MNPUBOIAT K
MOP(}OJIOrMYECKUM MU3MEHEHUSIM 0a3ajbHbIX TaHIJIMEB, KOTOPHIE HE BBISBISIOTCS
IpyU NPUMEHEHHH METOJOB HEUpOBU3YyaM3allMM, OJAHAKO OMPEIEISIOTCS Kak
Kindling-cunapom, win «xpoHudeckas 10paMHUHEPTUIeCKas 9yBCTBUTCILHOCTDY.

BrnocnenctBuu, mpu HaACTyIUIeHUM OEpeMEHHOCTH, 10 75 % JKEHIIMH,
NEPEHECIINX B JETCTBE OCTPYI0 PEBMATHYECKYIO JMXOPAAKY C HPOSBICHHUSIMU
xopeu CujeHrama, CTaJIKMBAETCs C PELMIUBOM XOPEU. ITO 00YCIOBIECHO PE3KUM
MOBBIIIEHUEM YPOBHS 3CTPOr€HOB Ha 3—5 Mecdlle 0epeMEHHOCTH, UX BO3IEHCTBUEM
Ha J0)aMUHOBBIE pelEenTophl Ha (OHE CYLIECTBYIOIIEH MATOJOIMHM CTpUApHOU
CUCTEMbl W HAJIMYHMEM NOBBIIIEHHON mpoHuuaemoctu ['Ob. [lononHuTENbHBIE
(dakToppl, TPOBOLUPYIOIIME TMOBbIIIEHHEe MpoHuaemoctn ['Ob: Kypenue,
aprepuaigbHas TUIEPTEH3Us (BO3HHMKIIAs 10 WJIM BO BpeMs OEpeMEHHOCTH),
AMOIIMOHAIIBHBIE CTPECCHI (CBSI3aHHBIE C POCTOM YPOBHSI aJ[p€HAJIMHA B KPOBU U €TI0
Ba30JWIATUPYIOIINM JAEHCTBUEM Ha COCY/IbI TOJIOBHOTO MO3Ta).

Xopes  OepeMEHHBIX, KaK TMpaBWJIO, pa3BUBAETCd  IOCTENEHHO.
[IpenBecTHUKAMU SIBJSIFOTCSI: JTUCCOMHUSI, Pa3ApaKUTEIbHOCTh, 001Ias Cc1aboCTh,
HIMOLIMOHANIbHAS JTa0MIBHOCTE. Uepe3 2—3 HS MOSIBISIIOTCS KanoObl Ha YCUIJICHUE
HEMPOU3BOJIbHBIX JBMKEHUM (Yallle OJHOCTOPOHHMX — TEeMUXOopes) U Ha
HEKOOPJIMHUPOBAHHOCTH JIBI>KEHUI. BO BpeMsi CHa runepkuHe3bl MPeKpaniatoTcs.
[IpoxxuBaroniye ¢ MALMEHTKON MOTYyT OTME€4YaTb y HEE W3MEHEHHE peuH, IpHU
KOTOPOM COYETAIOTCS PACTITUBAHUS CIOB C (POPCUPOBAHHBIM UX MPOU3HOUIEHUEM,

YTO BBI3BIBACT Y OKPYXKAOMIUX OIIPCACIICHHBIC PCAKIMKU, BCJIICACTBUC YCTO
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OepeMeHHasl CTapaeTcsi OrPaHUYUTh BepOabHBIE KOHTAKThl, IEpPeEXoa K
TMIIOAMHAMUY; HapyLIEHNE KOHLIEHTPALUY BHUMAHUs1, KOTHUTUBHBIX (YHKLIUH.

B Tpetn cnydaeB penuaMB XOpE€H BO BpeMs OEpPEMEHHOCTH CIOHTaHHO
caMOpa3pelIacTcs NMpPU CHWKEHHHM YPOBHS 3CTPOIr€HOB. B OCTAIBHBIX Ciydasx
perpeccupyetr mocie pomaoB. I[lpu mocnemyromux OepeMEHHOCTSX PpEelUANBBI
BcTpeuaroTcs y 20 % xeHIuH.

Huarnoctrka Xb OCHOBBIBAETCS HA JaHHBIX AHAMHE3a O IEPEHECEHHBIX WU
UMEIONINXCs 3a00JIeBaHMsIX, KOTOpPbIe MOTYT OBITh aCCOLMHUPOBAHBI C JaHHBIM
COCTOSIHMEM; Ha KIIMHUYECKON KApTUHE; NaTOTHOMOHUYHBIMHU SIBJIAIOTCS CUMIITOM
['pacce (mpu mnombITKE NOJHATH 00€ HOIM HOTa Ha IOPAaXEHHOW CTOpOHE
OITyCKAeTCsl), YBEJIMYEHHUE JUIUTEIbHOCTH pa3ru0aHusi TOJEHH Ha MOPaXKEHHOU
CTOPOHE IPU MPOBEPKE KOJEHHBIX PEe(IEKCOB, HECIIOCOOHOCTh K yAEPKUBAHUIO
BBICYHYTOTO S13bIKa IPH 3aKPBITHIX IIa3ax J0JbLIE 15 ¢, ouryeHne ABMKEHUS I1a3
IIPU CMBIKAHWM BEK M HEBO3MOXXHOCTbH YJIEPkKAHUA COMKHYTBIMH JIHCTAIBHBIX
(anaHr naabLeEB PyK.

JUist yTOYHEHUs HTHOJOTMU 3a00JIEBaHMS TMPUMEHSAETCS JabopaTOpHbIE
uccienoanus (mornck MapképoB CKB B kposu: Anti-dsDNA, ANA, Anti-Sm,
aHTU(HOCHOIUNHUIHBIX aHTUTEN, CHUKeHUE ypoBHs C3, C4 KOMIIOHEHTOB CUCTEMBI
KOMILJIEMEHTA; HeTpernoHeMHble (Rw), cienndpuueckue tpenoneMusie Tectsl (PUD,
PUBT) ans auarnoctuku Hepocuduimca); TaHHbIE HHCTPYMEHTAIBHBIX METOJIOB
(O3T" — BbIsBIEHUE MATOJOTUYECKOM OHMOANEKTPUYECKOW aKTUBHOCTH T'OJIOBHOTO
MO3ra, XapakTepHOM s MUOKIOHyc-anwiencuv; MPT —  wuimmemunueckue
nopaxeHust 6a3ajJbHBIX TaHTIIUEB).

Crparernn ne4eHUsT XOpEH MOXKHO pa3feNuTh Ha JIBE KaTErOpHH:
CUMIITOMATUYECKOE JICUEHHE XOPEH W JICYCHME, HANPABICHHOE HAa OCHOBHOE

3a00JI€BaHUE.
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§ 3.5 IPOI'PECCUPYIOLIAA MUOK/IOHUYECKAS
ATAKCHSA (PROGRESSIVE MYOCLONIC ATAXIA)

[Tporpeccupytromas muokiaorndeckas atakcus (IIMA) npencraBiseT coboit
peOKUil KIMHUKO-TEHETUYECKUN CHHAPOM, XapaKTEPHU3YIOLIUNCS COYETAaHUEM
MIPOTPECCUPYIOIIEH MO3K€UYKOBOM aTaKCUW, MHOKJIOHYCa M, KakK IpPaBUIIO,
YMEPEHHO BBIPAKEHHBIX AMWICITUYECKUX PUCTYTIOB. B 0TIIMUME OT KiIacCHYECKHUX
MPOrPECCUPYIOINX MUOKIOHMYecKuX snuiencuit ([IMD), npu manHou ¢opme
HEBPOJIOTMYECKOM TMATOJIOTUM BEAYLUIMMHU MPOSBICHUAMH HEPEAKO SBISIIOTCS
MMEHHO JBUTaTEJIbHbIE HApYILIEHUs - aTaKCHs, MUOKJIOHYC, AM3apPTpUs, TPEMOP,
HapylEHUEe KOOPAWHALMKA U MPOrPECCUPYIOIIEE OTPAaHUUYECHHE CAMOCTOSATEIBHOTO
nepeABUKEHUS.

Hctopuyeckn 3TOT CHHAPOM ONUCHIBaJCA Kak cuHApoM Pamces Xanta
(Ramsay Hunt syndrome), oJHako B COBpPEMEHHOW JUTepaType BCE uyalle
UCIIOJB3YETCSl TEPMHUH  progressive myoclonic ataxia, MOJYEPKUBAIOLIUN
(EHOTUNIMYECKYI0O U TE€HETUYECKYI0 HEOJHOPOAHOCTh JIAHHOTO COCTOSIHHUSL.
Kiaccuueckoe onpenenenune [IMA kak cuHApOMa NMpOTPECCUPYIOLIEH aTaKCUU U
MHUOKJIOHYCa C PEAKMMH Cynoporamu 0e3 JeMeHIUU ObLIo ChHOpMYIUPOBAHO B
0630pe C.D. Marsden u coasr. emié B 1990 1.

B nocnennue roael [IMA paccmaTpuBaeTcsi Kak MOTPaHUYHBIN (QeHOTHIT
MEK]ly HACIEJICTBEHHBIMU AaTAKCUSIMU M MPOTPECCUPYIOMIUMHU MUOKIOHUYECKUMU
ANUJIETICUSIMU, YTO OCOOEHHO Ba)KHO JJI KJIMHUYECKON MPaKTUKU HEBpoOJIOra U
snuienrtonora. B coBpemMeHHOM KOHIEnuuu npemiaraercs BoiaensaTh [IMA kax
OTIENbHBI  CHUHIPOM, TpPEOYIOMMA CaMOCTOSTENBHOIO  JUarHOCTHYECKOTO
anroput™ma. 1o MoAuépkHyTO B myoOnukanuu van der Veen u coast. (2018), raoe
aBTOpBI NPEUIOKUIN 0O0HOBINEHHOE ompenenenue [IMA u pasrpanudeHnue e€ c
[IMD.

B coBpemennoit HeBposorun [IMA paccmatpuBaercs Kak KIMHHUYECKUN
CHUHIIPOM, OOBEIUHSIONTUI P HACIEACTBCHHBIX 1 META0OIMYSCKUX 3a00JICBaHUH.

HaubGonee yacto [IMA paccmaTpuBaeTcsi B paMKax CIEKTpa MPOTrPECCUPYIOIINUX
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MHUOKJIOHUYECKUX DIUJICTICHI, OJIHAKO B KJIMHHUYECKON IPaKTUKE OHA 3aHUMAeT
MIPOMEKYTOYHOE ITOJIOKEHUE MEKy HACJICICTBCHHBIMUA aTaKCUSIMH M MUOKJIOHYC-
AMUICTITHYCCKIMHU CUHAPOMAMHU.

K  3a0oneBaHusM, KOTOpBIE  MOTYT  MPOSBIATECS  (EHOTHIIOM
MIPOTPECCUPYIONIESH MUOKIOHHYECKOW aTaKCHH, OTHOCSITCS:

v 6onesns Yadeppuxra—Jlyanoopra (EPM1, myranuun CSTB);
GOSR2-acconuupoBaHHasi MUOKJIOHUYECKasl aTaKCHs,
cuanmuao3 I tuna (NEU1);
MERRF-cunapowm;
OT/IeJIbHBIC (POPMBI HEHPOHATIBHBIX [IEPOUTHBIX JIUTIO(YCIIUHO30B;

SCARB2-accommmnpoBanHbIie (HOPMBI;

D N N N N NN

peIKre MUTOXOHIPUAJIbHBIE U JET€HEPATUBHBIE CHHIPOMBI.

boaesns Yudeppuxra -— Jlynaoopra (cuH.: mnporpeccupyroumas
MHUOKJIOHYC-InIJIencus 1-ro Tuna, 0ajaTuiickass MUOKJIOHMYECKAS TNJIETICHs)
CUMTACTCSl TSDKEIbIM M WHBAIMJIM3UPYIOIMM 3a0osieBaHveM. BmepBbie 3Ty
MUOKJIOHYC-3ITUJIETICUIO ONUCANIM KaK xapakTepHyto 111 @unnsauaum H. Unverricht
B1891r. u H.B. Lundborg B 1903r.

Pacnpocrpanennocts. [{udpsr o pacnpoctpaneHHOCTH 00JIE3HU B Pa3HBIX
CTpaHax BapbHUPYIOT, YTO CBS3aHO KaK C 0oJiee BHICOKOM YAaCTOTOM B pPErMOHax C
TEHJIEHITMENH K OJIM3KOPOJCTBEHHBIM OpakaMm, Tak U C Pa3IuYHOU JOCTYITHOCTHIO
JIMarHOCTUYECKUX METOJIOB.

BonbImMHCTBO ciydaeB OMHCHIBACTCS B CKAHIMHABCKOM U OaITUHCKOM
permoHax, a Takxe B cTpaHax BOkpyr CpenuzemHoro mops. Mramusi, TyHuc u
AJDKUP CUMUTAIOTCA JIHIAEMUYHBIMU MO ATOM O0O0JIE3HU, TaK K€ KaK OTJIEJIbHbIC
paiionsl 1xHONM @pannuu. PacnipoctpanenHocts B OunIsHIMN Hanboee BHICOKA
u coctasjseT 1,91:100 000.

I'eneruka. Tun HacienoBaHus ayTOCOMHO-pelnieccuBHBIN. bosesnb B 90%
BCEX CIy4aeB BbI3BIBAECTCS MOMO3UTOTHOM KCIMAHCUEN HYKIJIEOTHUHBIX MOBTOPOB
(C4GC4AGCG) wuz-3a mytanmuu B rene muctatuHa B (EMP1 wim CSTB),

JIOKaJIM30BaHHOTO Ha XxpoMmocome 21q22. 1o 1aHHBIM HETABHETO UCCIIEIOBAHUS B
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OUHISIHAUYA YPOBEHb KOMITayHA-T€TepO3UToT cocTaBuil 8%. HopmalibHbIN ypOBEHB
HYKJICOTUHBIX TTOBTOPOB PaBEeH 2—3, MOrpaHUYHbIA cOcTaBisieT 12—17 moBTOPOB,
BbI3bIBatomuii 601e3Hb — 30 — 80. Tem He MeHee TsKecTh 0OJIe3HH HE 3aBHCHUT OT
Y1CJia MOBTOPOB.

Kmuanueckne mnposieienus. [Iuk mebrora 3aboieBaHUsS TPUXOAUTCS HaA
BozpacT 12 — 13 gmer. IlpuumHoi oOpamieHus K Bpady 4YacToO CTaHOBSTCS
reHepaM30BaHHbIE TOHUKO-KJIOHUYECKUE MPUCTYIIBI, KaK MPaBuio, BO BpeMs CHa
WU npu npoOykaeHuu. Ha 3ToMm 3Tarne mpucTynbl Majio OTIMYAIOTCS OT TAaKOBBIX
IpU FOHOMIECKOW MHUOKIOHMYECKOW »JOUjencud. MUOKIOHYC TMOSBISIETCS
HECKOJIBKO TI03KE — B CPEHEM Uepe3 2 rojia.

B nmocrarouHo kopoTkuii mepuon (OT MeEcCSEeB 10 HECKOJbKUX JIET)
MHOKJIOHYC, HECMOTpsl Ha aJEKBaTHYIO TEpalvio, HadyWHaeT Hapactatb. OH
MPOBOIUPYETCS JBUKEHUEM U CTPECCOM, Y HEKOTOPBIX MAIIUEHTOB OTMEYAaeTCs
TaKTUJIbHAs, CBETOBAsI U 3BYKOBas MPOBOKAIMS. MUOKIOHYC MEHEE BBIPaKEH WU
MOJIHOCTBIO OTCYTCTBYET BO CHE M BO BpeMs OTJIbIXa, UMEET MYJbTU(OKAIbHBIN
xapakrtep, 0oJiee BbIpaK€H B Hauaje ABKeHus. Kpome MUOKIIOHUN B KOHEYHOCTSIX
BO3MOYKHbI MHUOKJIOHMM BEK M TEPUOPAIbHBIN MUOKIOHYC. B Havane Oosie3Hu
MYJIbTU(DOKATBHBI MHUOKJIOHYC MOXET HUMETh (QIIIOKTyUpPYIOIee TeYeHHuEe Ha
MPOTSHKEHUU KaK OJHOro JHs (00Jiee BRIPAKEH MOCJIEe MPOOYKICHUS U K Beuepy,
IpU yCTAJIOCTH TAIMEHTa), TaK M HECKOJbKUX JHEH (MOTYT OBITh «CBETJIBIC)
MPOMEXKYTKA C UHTEPBAJIOM B HecKoJibko aHel). [lo Mepe TeueHus 00ie3HU ATH
darokTyanuu criaxuBaroTcsd. [lapanienbHO HapacTaloT SBJICHHS MO3XKEYKOBOM
atakcud. Ha jganexo 3amemmux CcTaausXx OOJIE3HHM TPYAHO Pa3IUYHUThH
WHTCHIIMOHHBIM TpeMOp U MHOKJIOHYC. KOTHUTHUBHBIC HApyIIEHUS MOTYT Kak
OTCYTCTBOBATb, TaK U MPUCYTCTBOBATh, HE JOCTUTAs TSHKEJIOW cTeneHu. Herspkenbie
W3MEHEHUS TaMATH U BHUMAaHUS OTMedaroTcs 6osiee yeM y 90% marueHToB.

Jleuenue. AnekBaTHO MoAOOpaHHAsl MPOTUBOCYIOPOKHAS TEparus MOXKET
CTaOMIIM3UPOBATH U YIYUIIUTH COCTOSIHHE TannenTa. CYuTaeTcsi, 4To ObIBACT JIeTde
CIIPaBUTHCSl C TE€HEPATM30BAHHBIMU TOHUKO-KJIOHUYECKUMHU MPUCTYIAMHU, Ye€M C

MMpOorpeCCUpPYOIIUM MHUOKJIOHYCOM. v ManucHTOB C MOATBCPKACHHBIM JHAI'HO30M
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clieyeT n30erath arrpaBUpyoUIMX TEUEHUE UISIICUU NTPenapaToB — OJI0KaTOpOB
HAaTpUEBBIX KaHaloB ((eHuTOMHA, KapOaMaszenuHa, OKCKapOaszenmuHa) — W
HekoTopeix ~ ['AMKepruueckux  mpemapatoB  (TmarabuHa,  BuraOaTpuHa,
rabaneHTHHa U nperadanuHa). KpoMe ycuineHHus MUOKIOHYCa HEKOTOPBIE U3 3TUX
IpenapaToB B OTAEIBHBIX CIIy4asX MOTYT YCHJIMBATh M ATAKCHIO y MALMEHTOB.
MHorue aBTOpbl TaK)K€ COBETYIOT BO3JIEPKATHCS OT Ha3HAUYECHHMSI JIAMOTPHIKHHA.

ba30BBIM IIpenapaToM CYMTAETCS BAJIBIIPOAT HATPUS, OH MOKET KyIIUPOBATh
OOJBIIMHCTBO reHEepaJTu30BAHHBIX TOHUKO-KJIIOHUYECKUX MIPUCTYTIOB,
(OTOCEHCUTUBHOCTD U, OTYACTU, MUOKJIOHYC. OIHaKO y OOJBIIMHCTBA MMALIUEHTOB
HEBO3MOKHO OIPaHUUYUTHCS MOHOTEPAIIUEN TAHHBIM IIPENAapaToOM, IIO3TOMY K HEMY
N00aBIIAIOT JIEBETUpALIETaM, TONMpamMaT WIM 30HHCaMHUJ (BCE 3TH CpEICTBa
00J1a71aI0T aHTUMHUOKIIOHUYECKUM d(DPEKTOM).

B nocnennue roapl mnosBWIMCH NyOnukamuu 00  3PQPEKTUBHOCTH
IepaMIlaHeNna B KayeCTBE JOIMOJIHUTENBHOIO mpemnapara B jedeHun [IMO. Kak
U3BECTHO, OH 3((EKTHUBEH NPU F'€HETUUECKUX IeHEPATU30BAHHBIX SMUIICTICUSX, UYTO
IpeanojaraeT  MEXaHW3M  UHTMOMpPOBaHUS  KOPTUKAIBHO-CyOKOPTHUKAIBHOU
cuHXpoHu3auuy. CyniecTBYIOT NPEKIMHUYECKUE U KIMHUYECKHE JaHHBIE O TOM,
YTO TEpaMIaHesl MOMOraeT He TOJbKO OOpoThCs ¢ mpuctynamu npu [IMD, HO u
yMEHbIIaTh KOPTUKAJIBHBIA MUOKJIOHYC KaK OCHOBHYIO MPUYMHY WHBAIUIAU3ALUN
NALMEHTOB.

IIporuo3. bosie3ns mporpeccupyeT B MOJAPOCTKOBOM BO3PACTE B TEUCHUE S5 —
10 net, ypoBEHb MHBAIUAM3ALNN Pa3HbI — OT MALIMEHTOB, BEAYIINX HOPMAJIbHBIN
o0pa3 KW3HU C MHUHUMAJbHBIMH OTPaHUYEHUSIMHU, 0 OOJBHBIX, MPUKOBAHHBIX K
WHBAJIMHOM KOJISICKE WIIK J1axke K KpoBaTu. Kak mpaBuiio, caMocTosiTeNibHAs X01b0a
yTPaunBaeTCsl B 4YETBEPTYr aekany xku3HH. CymectByer BeposTHOCTs SUDEP
(anrn. sudden unexpected death in epilepsy — cuHIpOM BHE3alHOW CMEpPTU MpHU
AIUJIETICUH ), OCOOEHHO Y T€X MAllMEHTOB, KOTOPbIE HE JIEUaTCH.

boae3ns Jladopa (muokionyc-3mmiaencus Jlagopsl) 53710 peaxas

ayTOCOMHO-PELECCUBHAS MPOTrPECCUPYIONIas MHUOKIOHUYECKas »nuiencus. MO

Jlagopsr Obuta BeImemeHa B 1911 T. uCHAHCKUM TICHUXOHEBPOJOTOM U
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naromopdonorom 'onzano Jladopa (1887-1971), yuenukom Pamon-un-Kaxans. On
OIMyOJIMKOBANA  KJIMHHUKO-TIATOMOP(OJIOTUYECKOE  OMHMCAHWE  OOJBHOTO  C
HEOOBIYHBIMA BHYTPHUKJICTOYHBIMU BKJIIOYCHHUSMH B MO3T€, MOJIYYUBITUMU
HazBanue tener Jlagopel. B ortnmune or MD VYudbeppuxrta-Jlynnbopra, yaiie
BCTPEYAIOIICHCS B CKAaHIWHABCKUX CTpaHax («OanTUHCKUIT MHOKIOHYC»), MO
Jladopsl mpenMyIIeCTBEHHO pacnpocTpaneHa Ha ore Espombl (Mcnanus, Uramus,
Opannus), B FOxHoM Azun (Munus, [Takuctan) u CeBepHoit Adpuke.

B 1998 r. unentudumnupoan nepssii reH MO Jladopsl (1okyc 6q24),
Ha3BaHHBIM JahOpPUHOM, KaK M KOAUpyeMblii UM Oenok, wiam EPM2A, kax
cooTBeTcTBYIOMas (opma Oonesnu. B 2003 r. maeHTuduuMpoBaH BTOPOU TeH,
HaJIM4Khe KOTOPOTO MPEAINOJIArajioch B CBSI3U C OTCYTCTBUEM MYTalUid 1agopuHa y
yacTt 00sbHBIX; 3TOT TeH NHLRC1 (;1okyc 6p22.3) Ha3bIBaIOT TaK)Ke MAJIMHOM, 110
Ha3BaHuio Oenka, uau EPM2B, kak cooTBeTCTBYIONIYIO hOpMY.

OO6bruHO nebroTHPYET B cpeaHeM B 12-15 net (mozxke, uem MO YHbpeppuxra-
Jlyunbopra). IlepBoe mposiBlieHHE - MaplUUaIbHBIE W TIeHEPAIU30BaHHBIC
AMUJIENITUYECKUE PUCTYTIBI. XapaKTEePHbI MapIUaIbHbIC 3aThLIOYHbBIE TPUCTYTIBI CO
3pUTEIBLHOM aypoil, CKOTOMaMH, MPEXOIAIICH KOPKOBOU clenoToi. MuokioHu# (B
OCHOBHOM MHOKJIOHUHU MOKOS) OOBIYHO MPHUCOCAUHSIOTCS MO3KE U MPUOOpETaIOT
Ie€HEPAIN30BAHHbBIN, WHBAIUMAWZUPYIOIINN Xapakrep. B pa3BepHyTOl cTagun
OOJIE3HU TOSIBIISIETCS HETAaTUBHBIM MHOKJIOHYC. THUNUYHA Takke MO3KEUKOBas
atakcusi. TsokecTb 00Jie3HU yCyTyOssieTcss HapacTarouied JAeMEeHIMel (eiie OHO
otnuune ot MO YHpeppuxrta-Jlynadopra).

3a0oneBaHUE CUMTACTCS TSDKEIBIM M MPOTPECCUPYIONMIUM;, BO MHOTHX
MCTOYHUKAX YKa3bIBAE€TCS, YTO JIETANbHBIA UCXOJ HEPEIKO HACTYMAET B Mpeenax
npuMepHo 10 JeT oT Havajia CHMOTOMOB.

Cunapom MERRF (Myoclonus epilepsy associated with ragged-red fibres) -
peaKoe  HacleICTBEHHOE  MHUTOXOHApHallbHOe  3abosneBaHue.  OCHOBHbBIE
KIMHUYECKUE  CHUMIITOMBI  BKJIIOYAIOT  MHOKIOHYC C  TIEPEXOJOM B
IeHEPATM30BAHHYI0 MMOKJIOHUYECKYIO JIUJIENICUI0, MO3KEUKOBYIO aTaKCHIO,

MBIIIEYHYIO CI1a00CTh, HEMEPEHOCUMOCTh (PU3UIECKUX HATPY30K.
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"Hazanue cungpoma “MERRF” mnpencraBnser coboii ab0peBuarypy,
00pa30BaHHYIO U3 HavaJbHBIX OYKB IMOJHOrO0 HAaMMEHOBaHuUs Ooje3nu: Myoclonus
Epilepsy Associated with Ragged-Red Fibres - wmwuokmoHyc-3mmiencus,
aCCOILIMMPOBAHHAS C KPACHBIMU PBAHBIMU BOJIOKHAMH.

Tepmun «xpacHble pBanble BojokHa» (ragged-red fibers) Obu1 mpennoxen B.
Onconom (W. Olson) ¢ coaBropamu B 1972 r. UccnenoBarenu omucanu 7
NAIMEHTOB C O(TAIbMOIIETHEH, Y KOTOPhIX MpHU OHMOICHM MBIIIEYHOW TKaHU
OOHAPYKUJTUCh YYAaCTKH CKOIUICHUS HOPMAJIBHBIX W aHOMAIBHBIX MHUTOXOHJIPHUH.
[Ipu okpacke crieruuueckuM KpacuTesieM OHU IPUOOpeTaid KpacHbIi 1IBET. bbiio
C/IeJIaHO TPENINOJI0KEHUE O TOM, YTO «KPACHBIC PBAaHbIC BOJIOKHA» MOTYT OBIThH
MPU3HAKOM MHUTOXOHAPUATHHON MUOTIATHH.

"ITepBoe onucanne cunapomMa MERRF cnenan B 1980 r. ssmoHCKUil HEBpOJIOT
H. ®ykyxapa (N. Fukuhara). On omucan aByX MalnMEeHTOB C MHUOKIOHUYECKOU
DIUJIENICHEN, ACCOLMUPOBAHHON C «KPACHBIMH PBAHBIMHM BOJIOKHamu». B 1990 r.
YCTaHOBJICHA CBA3b 3a00JIEBaHMS ¢ MYTallUSIMU B MUTOXOHApHUaNbHOM rene MT-
TK".

Kiannuka. PanHMMHM 3aMeTHBIMU TMpU3HAKAMU 3a00JE€BaHUS CTAHOBSTCS
MbIIlIEYHass CcJIa00CTh W HENEPEeHOCUMOCTh (U3MYECKUX Harpy3ok. [lpyrue
KIIMHUYECKUE CUMITOMBI BKJIIOUAIOT HEBPOJIOTMYECKUE HAPYIICHUS: MUOKJIOHYC C
MEPEXO0/IOM B T'€HEPAITM30BAHHYI0 MHUOKJIOHUYECKYIO SMUJIEIICHUI0, MO3KEUKOBYIO
aTakCuIo, nepuepuuecKyro HeHponaTuio, HEHPOCEHCOPHYIO TYTOYXOCTb, aTpPO(HUI0
3pUTENIbHBIX HEPBOB. BO3MOXHO TMOpa)ke€HUE CEpIACYHON MBIIIIbLI B BHUJIE
KapauoMuomnathu. Takxke xapakTepeH JMIIOMAaTo3, KOTOPBIN Yalle NposBIsSETCS y
B3pOCIbIX. JIOKaNM3yI0TCS JIMIIOMBI IPEUMYIIIECTBEHHO BOKPYT ILIEH.

JInarnoctuka cunaapoma MERRF Bkmrowaer cOop aHamHE3a W OCMOTP
nalueHTa, OMOXMMUYECKUN aHaIN3 KPOBU M CIIMHHOMO3TOBOM >KMJIKOCTH (B HHUX
MOBBIIIIAETCS YPOBEHb MOJIOYHOM KHUCJIOTHI), OWOICHUIO MBIIIEYHONW TKaHU C
OOHapy>KEHHEM «KPAaCHBIX PBAHBIX BOJOKOH». JlMarHo3 mOATBEPKIAETCS

reHeTHYEeCKUM aHainu30oM Ha myTauuu B rene MT-TK.
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Cnemuduueckoro neuenuss cuaapoma MERRF B Hactosiiee BpeMss He
pa3paborano. B oTnenpHBIX Cllydyasx 3aMeIuTh IIPOrpecCHpoOBaHKe 3a00JIeBaHUS
noMorarT n06aBku kodH3uMa-Q10, ambda-munoeBoit KUCIOTHI, pudbodiaBuHa, a
Takke L-kapHutunHa. [IpoBOaUTCS cHMMOTOMATUYECKAs TEpanusl dMUICITUYCCKUX

IIPUCTYTIOB.
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§ 3.6 TEITATOJIEHTUKYJISAPHAS JET'EHEPALIUS.
(BOJIE3Hb BUWJICOH-KOHOBAJIOBA).

B 1883 r. C. Westphal u B 1898 r. A. Strumpell onucanu 3aboneBanue, mpu
KOTOPOM MPU3HAKA MHOTOOYAroBOTO MOPAXKEHUS LIEHTPATbHOU HEPBHOM CHCTEMBbI
BBISIBISIUCH,  HA (GoHe martojorud TniedyeHu. OHM Ha3zBanu 3a0o0jeBaHUE
«TICEBAOCKIIEPO30M» M3-3a CXOJICTBA C pPacCesHHbIM cKiepo3oM. B 1902 r. B.
Kayser, a B 1903 r. Fleischer oOHapyXwiu y Takux OOJBHBIX OTJIOKCHUS
3€JICHOBATO - Oyporo MUrMEHTa MO mepuMeTpy poroBullbl (konbio Kaiizepa -
dneitmepa).

B 1912 r. AK. Wilson B cBoeil pabore moapoOHO omucan KIWHUYECKUE
MPOSIBJICHUSI M TATOMOP(POJIOTHYECKYIO XapaKTEPUCTUKY OOJIE3HHM, Ha3BaB €€
MPOTPECCUPYIOIIECH JIEHTUKYJISIPHOW JEreHepanued U KOTOPOE CEroJIHsI U3BECTHO
nogq ero wuMmeHeM. Wilson cuuTanm MOpOrpecCUpYIONIy0  JICHTUKYJSPHYIO
JIETEHEPAIIUI0 «CEMEHHBIM HEPBHBIM 3a00JICBAHUEM, CBSI3aHHBIM C LHPPO30OM
neuenu». B 1920 roay Spielmeyer npuiiiesn k BBIBOY, YTO € MATOJIOTHUSCKON TOUKH
3penus «rceaockiaepo3» Bectdans u tpymnemis u 6ose3Hs BuiibcoHa Obun
IBYMsi pOpMaMHu OJHOTO U TOTO ke 3aboneBanus, koropoe H.C. Hall 8 1921 rony
Ha3BaJI renaToJIeHTUKYJsipHo nerenepanueit (I'JI1).

JN. Cumings B 1948 1., a takke [.H. Scheinberg u D.Gitlin (1952)
onnoBpemeHHo ¢ A.G. Bearn u F. Kunkel (1952) BoissBuiM HapyiieHUs MeIHO-
0enkoBOro oOMeHa B Buje AedUIIuTa MeIb-COAeprKaIlero 0eaka 1nepyionia3MuHa
B IJIa3Me, a TaKXKe MOBBIIIEHHOTO OTJIOXKEHUSI MEIY B MEUEHH, MOYKaX, MO3TOBOM
TKaHW U Tutnepakckpenuu ee ¢ mouoi. C 1956 r. ¢ umenem J.M. Walshe cBsizana
HOBasl JipamaTuyeckas spa B jedeHun O0onbHbBIX ['JIJ[. UM ObLI1 CMHTE3MpOBaH W3
NEeHUIIWJUTMHA  HOBBIM  BBICOKOA(M(EKTHUBHBIA  THONOBBIM  mpemapar  /JI-
MEeHUIWIUIAaMUH, 00J1aJa0IIUN BRIPAKEHHBIM MEAbBBIBOISIINM JICUCTBUEM.

B Poccuu uzyuenue I'JI/] ca3ano ¢ umenem H.B. Konosanosa. Ero 3aciyroi
SIBJISIETCSI ONUCAHNE OCHOBHBIX KIIMHUYECKHUX (DOPM JTaHHOMW MATOJIOTHH U CO3/IaHHE

noapoOHo# kinaccudukaiuu (1960).
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Jdtuoaorus. ['JIJ[ sBisgercss MOHOT€HHBIM 3a00J€BAaHUEM C ayTOCOMHO-
peuieccuBHOM nepenaudei. ['en 3a0oneBaHust ObUI KAPTUPOBAH HA JJIMHHOM ILJIEYe
13-i1 xpomocombl u 06o3HaueH kak ATP7B. B 1993 r. on 611 uaeHTHQUIIMPOBaAH
nByms uccienoBatensckumu rpymmnamu u3 CIIIA u Kanazger (P.C. Bull et al., R.E.
Tanzi et al). VYcranoBimeHo, 4dYTro 3TOT TeH KOJUPYET  CHHTE3
MeAbTpaHCHIOPTUpYIOIIeH aneHo3unTpudocdarazsl P-tuma w mpu maronoruu
0OyCJIOBIIMBAET TE€HEPATU30BAHHOE HapyllIleHHe OOMEeHa MeIu B OpraHu3Me.
[Tpoayxt rena ATP7B urpaer 1Bosikyio QyHKIIMOHATBHYIO POJIb B KJIIETKAaX MEUCHU:
OJIHA U3 HUX — Y4acTHe B OMOCHHTE3€ IIyTEM JIOCTaBKU MEJIU K arolepyJIOMIa3MUHY
BHYTpHU anmnapata [ oJbpku, Jpyras — TpPaHCHOPT U30bITKA MEIN U3 KIIETKU.

[Tocne OTKpBITHSA NEPBUYHOTO MOJIEKYJIIPHOTO JIe(peKTa MOSBUIIACH peATIbHAS
BO3MOKHOCTb HEIIOCPEACTBEHHO aHAJIU3UPOBATh B I'€HE IOBPEKICHUA, BEAYILIHE K
pasButuro ['JIJ[, comocTaBisATh XapakTep MyTAallMd B PA3HBIX MONYJSIUAX U
BIJIOTHYIO MOJONTH K pa3zpadoTke npsimbix MetonoB JIHK-nuarnoctrkm naHHoro
3aboneBanus. K HacTosmemy Bpemenu B mupe y 6oabHbIX ['JI/] u3 Gonbiioro yucna
nonyJjsiuuid uaeHTuguuupoBaHo yxe okosno 300 pa3nuuHbIX MyTauui. bbuio
YCTaHOBJIEHO, YTO B Pa3HBIX 3THUYECKUX Ipynnax cnekrp myrtanui rena ATP7B
UMEET CBOM OCOOEHHOCTH.

IIaTorene3. B ocHoBe matorenesa ['JI] nexut reHeTHYECKH 00YCIIOBIIEHHOE
HapylleHue MeTtabonu3ma Melu, Beayllee K H30bITOYHOMY OTJIOKEHHUIO €€ B
OpraHax-MUILIEHSX U BBI3BIBAIOIIECE YHIOTEHHYI0 HHTOKCUKALIUIO MEBIO.

N xots nmarorenes ['JI]] eme HEAOCTATOYHO U3YUY€H, CYIIECTBYET HECKOJIBKO
€ro THIIOTE3, IBE U3 KOTOPBIX CUATAIOTCS BeAyIIUMHU. COrJIacCHO NEPBOM, B CIIydasx
rpyooro reHeTuyeckoro aedekra CHHTe3a LEepyJOoIia3MUHA aKTHUBHOCTh €ro
CHW)KAETCSl WJIA COBCEM YTPayuMBaeTcsa. IJTO, C OJHOM CTOPOHBI, NMPUBOIUT K
KOMIIEHCATOPHOMY YBEJIMYEHHIO a0COpOIMU MEIU B KUIIEYHHUKE, C JPYrol — K
HapylIEHUIO TOCTYIUICHHS MEIW B II€YEHb U1 CHUHTEe3a B remaroumre. Toraa
BO3BpaT MEAM B KpPOBb O0OECIEUMBAET TMOCTYIUIEHHE €€ C TOKOM KpOBH K

opraHamM-MUIIEHSIM (MO3T, CEp/lie, POrOBUIIA, TOYKH U JIp.).
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CornacHo npyroi runotese, NePBUYHBIM 3B€HOM OOJIE3HU CIIEIyeT CUUTATh
He JeEeKT CHHTE3a LEepyJIOIUIa3MrHa, a U3MEHEHHE MeTa0oM3Ma MEeIU B MEYEHU
M3-32 HApYUIECHUS €€ BBIJCIICHUS U3 annapara ['oJb/Ku B )Kelyb. ITO MPUBOJUT K
HAKOIUJICHUIO B TEMaTOIUTE TaK HA3bIBAEMOW pETyISTOPHON (pakiuu Meau.
HakannuBasich B e4eHU, Me/Ib BHOBB MOCTYIAET B KPOBb U, IUPKYJIUPYS B HEH,
n30MpaTeIbHO 3aXBATHIBAETCS PA3IMYHBIMH TKaHSAMH W opraHamu. [Ipomcxomut
JICTIOHUPOBAHUE €€ B OpraHax-MHILIECHAX, IJi¢ OHa OnokupyeT SH-rpynmbsl MHOTHX
(GhepMEHTOB ¥ HE MOXET OBITh UCITOJIb30BAHHOM.

IIpu HapymeHun BbiBeACHUsI Menu C xenubto npu [JI/] ona nonroe Bpems
JENIOHUPYETCsl B renatonuTax. M30bITOK Meu BeAeT K BO3ZHMKHOBEHHIO Kackaja
MaTOOMOXMMHUYECKUX pPEaKIMii, BbI3bIBAs Pa3BUTHUE BUIBCOHOBCKOTO TemaTUTa
(remaro3a) ¢ MOCIEAYIONIMM IEPEXOJ0M B aTpOoUUECKU HOMYJISPHBIA IHUPPO3
MICYECHHU.

B matoOuoxuMuueckom Kackaje MpUHSTO BBIACISTH YeThIpe cTaauu (mo A.
Deiss et al., 1971). Ha I craguu mo Mepe IMOCTENEHHOTO 3alOJHEHUS «MEIHBIX
JIETIO» TIEYEHH TPOLECC MPOTEKAeT KIMHUYECKH acuMmnTtoMHo. Bo II cragum
MEPENOTHEHNE [IUTO30JIs1 TEMaTOUUTOB MEIbI0 MPUBOJUT K MOCTYIUJICHUIO €€
M30bITKAa B KPOBb. JTa M€Jlb, COCAMHEHHAs PBIXJION CBS3bIO C albOyMUHAMH U
AMUHOKHCJIOTAMHU, CUUTAETCA «IPSIMON», B OTIMYUE OT LEPYIOIIa3MHUHOBOU —
«HEINPSAMON» WM CBSI3aHHOW MEJH.

Brixog Menu u3 meueHu B KpoBb 3HameHyeT coOoit mepexon ['JIJI Bo 11
craguto. Knumnamuecku Il cragus Xxapakrtepusyercss HadalOM BHUCLEPAIBbHBIX
MPOSIBIICHU U TEMOJIUTUYECKOW aHEeMHUHU BIUIOTh J0 TE€MOJIUTHYECKHX KpPHU30B
(crapus 11 A). /laHHble HapylIeHHs pa3BUBAIOTCA B PE3yjibTaTe TOKCHYECKOTO
JEeUCTBUS M30BITKA «IPAMOW» MEN HA MEMOPAHBI SPUTPOIIMTOB U BOSHUKHOBEHUS
neyeHouHoil HenoctaroyHoctu (cramusa I1IB) B pesynbrate aucTpoduyeckux
U3MEHEHUH IellaToIUTOB.

Ha III ctanuu mipu OTCYTCTBUHM SITUMUHHUPYIOIICH Tepanuu Melb B U30BITKE
OTKJIAJBIBAETCS B JPYTrUX OpraHax M TKaHAX, B TEPBYIO O4Yepelb B MO3Te U

pOTroBHIIC. (-DOpMI/Ip}IIOTCH MMaTOJIOTUICCKUC HU3MCHCHHA B IIOJAKOPKOBBIX Y3JIaX
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(ckopnyma, XBOCTaTO€ SAPO), TOSBIAETCS HEBPOJOTHYECKAss CHUMITOMATHKA,
MPOUCXOAUT OOpa3oBaHue (parMeHTOB pPOroBUYHOro Koibla Kaizepa —
Onenmepa.

Jnsa IV ctaguu XapakTepHO NOCTENEHHOE HAapacTaHHE HEBPOJIOTMYECKOU
CUMITOMAaTHKH, BO3HHUKAIOLIECH B PE3yJIbTATE SHIOIN€HHOW MHTOKCHKALIMU MEJbIO
TKaHel HEepBHOW CUCTeMbl U HapyieHus ee ¢pyHkiuil. [lomHocThio hopmupyercs
poroBuuHoe koblo Kalizepa — @neiiepa.

Kaunnuka. PaznooOpasue v M3MEHYMBOCTh KIMHUYECKUX TnposiBieHuit ['J1J]
MPEACTABIAIOT co00M 0coOyio mpobiieMy aJjis TUAarHOCTHKU. B 3aBUCHMMOCTH OT
KJIIMHAYECKON KapTuHbl, manueHt ¢ ['JIJ] MoxxeT oOpaTuThCs Ui ObITh HAIIPaBIEH
Ha 00clieJOBaHUE K CEMEHHOMY Bpauy, TEPANEBTY, FACTPOIHTEPOJIOTY, HEBPOJIOTY,
NICUXUATPy WA JAPYTOMY CHEIHAINCTy, U BCE OHHM JOJDKHBI OBITH TOTOBBI K
BO3MOKHOCTH nuarHoctupoBanus ['JIJ1. Xots nponece I'JI] HaunHaeTcs ¢ neyeHy,
neyeHOYHast TUCPYHKIIMS HE BCETA SIBJISIETCS] €r0 MEPBOHAYAIBHBIM KIMHUYECKUM
IIPOSIBIICHUEM.

Ileuyenounble nposiBiaeHus. [leueHouHas AUCHYHKIUS OOBIYHO CUUTAETCS
HanOoJiee YacThiM IposBiieHreM HadanbHOU ctaguu ['JIJI. [Ipumepno y 40 - 50%
naiueHToB ¢ ['JIJ] meyeHOYHbIe CUMNTOMBI SBISIFOTCA MEPBBIMU MPOSIBICHUSIMU
3a00J1eBaHUs.

[Topaxxenue neuenu npu BJ] MOXeT MposBISATHCS B HECKOJIBKHX (hopmax.
Hanbonee 4dacThiM TMpOSBICHUEM SIBISETCS MEIJEHHO MPOrpecCUpyroas
[IEYCHOYHAs1 HEJJOCTATOYHOCTh C LIUPPO30M, ACLUUTOM, BAPUKO3HBIM PACIIUPEHUEM
BEH MNHIIEBOAA W CIUICeHOMeranuen. 1lo Mepe mporpeccupoBaHus NEYCHOYHOU
HEJIOCTATOYHOCTH MOJKET Pa3BUTHCS TMedeHouHasl sHiedanonatus. Ha paHHuX
CTaAMsIX y TAIMEHTOB C TAKUM MPOSIBJICHUEM 3a00JE€BaHUS MOXKET HAOIIOAATHCS
MPOCTO OECCUMIITOMHOE YyBEIWYEHHWE TICYEHW M CEJIE3EHKM B COYETAHUU C
OTKJIOHEHHUSIMH B pe3yiibTaTax (YHKIIMOHAIBHBIX MPOO MEUCHHU.

[Ipumepno B 25% ciydaeB pasBuUBaeTcs ocTpas mnpexonsmas Gdopma
rernaTnuTa, BO MHOTHX acCIlEKTaX CXO0)Kasi C IeMaTUTOM, BBI3BAHHBIM BUPYCOM. Y

MamuCHTOB MOJKCT PAa3BUTHLCA JKCIITyXad, IMOTCPA alIICTUTA, TOIIHOTA, YCTAJIOCTD,
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0o B MbIax U cycraBax. Hamuuue B cemeiitnoM anamueze ['JIJI mnu nmaxe
HEOOBSACHUMBIX 3a00JI€BaHUN T[I€UYEHU, HEPBHOM CHUCTEMbl WU TMCUXUYECKHUX
PacCTPOICTB JOJKHO HACTOPOKUTH JICHAIIUX Bpauei U 3aCTaBUTh UX 33lyMaThCsl O
BO3MOKHOCTH ['JIJ] kak mpu4uHbI HApyLIeHUsT QYHKIIMH TEUEHU.

Eme omauM BO3MOXHBIM TPOSBICHUEM TEYCHOYHON IUC(YHKITNH,
HaOmomaembiM 'y 10-30% mnarueHToB, SABISETCS KIMHWYECKas KapTUHA, OYEHb
MO0X0asi Ha ayTOUMMYHHbBIN (XpOHUYECKUN aKTUBHBIN) TeMaTUT. Y 3TUX MAIUEHTOB
MOTYT HaOJIOaThCsl KaK KIMHUYECKUE, TaK U JiabopaTOpHble MPU3HAKU
ayTOMMMYHHOTO T€laTUTa, U MOXKET HaOJII0JaThCs MEepBOHAYAIbHAS PEAKIUs Ha
CTEpPOUIbI UK JPYTYyI0 UMMYHOJIOTMYEeCKyto Tepanuto. Jluarno3 I'JIJ] npu takom
MPOSIBICHUM MOXET OBITh 3aTpyJAHEH Takke TeM (PaKTOM, UYTO YpPOBEHb
[epyJIOIa3MUHA B CHIBOPOTKE KPOBU, KaK PEAKTUB OCTPOM (ha3bl, Y HEKOTOPBIX
MAIMEHTOB MOXXET MOBBIMIATHCS JO HIXKHEN TPAHUIIBI HOPMBI.

Haunbonee omacHbIM, HO W HaWMEHEE PACHPOCTPAHEHHBIM MPOSIBICHUEM
MEYECHOYHOM NTUCHYHKIIMU B IETCKOM U MOJPOCTKOBOM BO3pACTE SIBJISIETCS OCTpas
MoJiHueHOCHas  (pyIbMUHAHTHAs) TMEYCHOYHAs HEJOCTATOYHOCTh, KOTOpas
BCTpeyaercss npuMepHo y 5% MNalueHTOB. DTO MPOSIBICHUE XapaKTepU3yEeTCs
OBICTPBIM  Pa3BUTHEM [EYEHOYHOM HEJOCTATOYHOCTH, COMPOBOXKIAIOLIEHCS
KoaryJjonatvei, osHiedagonaTueid ¢ OTEKOM TOJIOBHOTO MO3Ta, TOYEUHOU
HEJIOCTAaTOYHOCThIO M MeTabonuueckumMu  HapymieHusimu.  [axke  npu
CBOEBPEMEHHOU IMOCTAHOBKE JMArHo3a M HWHTCHCUBHOW Tepamuu MPOTHO3 MpHU
dbynpbMuHaHTHOM renatute y 0osbHbIX ¢ ['JIJ] kpaiine HeGIaronpusiTeH.

Nuorma  3aboneBaHme  MOXET  JE€OIOTHPOBATH  JICMKONIEHUEH |
TpomOonuTonieHue. OHU  CONMPOBOXKAAIOTCA KPOBOTCUCHHSIMU U3  JIECEH,
MOBTOPHBIMH ~ HOCOBBIMU ~ KPOBOTCUYCHHSIMHU, TOSBICHHEM  CHEIU(PUIECKUX
«COCYIMCTBIX 3BE3/I0YECK» HA KOXKE TPy U )KUBOTA UJIM CBOCOOPA3HBIX MOJIOCOK B
obsactu 6eep (OeNbIX ¢ MEPUOIUUECKON CMEHOM OKPACKU Ha KPaCHO-CUHIOIITHYIO).

Y psna manuentoB ¢ ['JIJ] BO3HMKAaeT Mopa)k€HUE IMOYEYHBIX KaHAJIBIECB

(1/13—3a OTJIOKCHHUSA MCIU B UX IPOKCHUMAJIbHBIX omenax). OTO MOXKET IMPOABJIATH
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ceOsi aMHHOAIUMAYpPUEH, TJIIOKO3ypUEH, IIOBBIIIEHHOW SKCKpelrell MOoYeBOon
KHUCIIOTHI U KaJIbLIUS, CHUKEHUEM (DUIIbTpaIMU U IIOYEYHOTO KPOBOTOKA.

Hakorienne menu B cycTaBax MPUBOAMUT K ocTeoapTpuTam. Habmiomaercs
IIMPOKUN CIIEKTP MOPAXEHUW ONMOPHO-IBUIaTENIbHOTO ammapara: OCTEOIOpO3,
pPaxuT, OCTEOMAIALNS, CHOHTAHHBIE IIEPETIOMBI, OCTEOXOHAPO3. JleMuHepann3anys
KOCTe 0OycloBIeHa THUMOKalblueMuell u runodocdareMueit, KOTOpbIE
pPa3BUBAIOTCS BCJEACTBUE NOTEph Kanblus U (ochopa uepe3 MOYKU, a TaKKe
JMCTOHUYECKUMHU KOHTPAKTypaMu U UMMOOUITU3AIUEH.

HeBpoJornyeckue mnposiBjaeHusa. Hesposiornueckass CuMOTOMAaTHKA
ABJISICTCS BTOPBIM I10 YaCTOTE HAYAJIbHBIM KIMHUYECKUM mposiBiieHueM [ JIJ], xord
OIICHKH 3TOro mokazarens Bapbupyrorcsa ot 40 1o 60%, 1, o ONbITY HEKOTOPBIX
CIICLIMAJIMCTOB, HEBPOJIOTUYECKUE IPOSABJICHHUS BCTPEUYAKOTCS  dYalle, YeM
nedyeHouHble. CUMTAETCA, YTO KOTJA HEBPOJIOTUYECKHWE CHUMIITOMBI MOSIBIIIOTCS
paHbliIe IEYEHOYHBIX, TO CPEIHUIM BO3PACT MOSIBJICHUSI CHMIITOMOB 00JIee O3/ THUM,
YeM B CJIy4dae, KOT1a IIEpBOHAYAIbHBIM IIPOSIBICHUEM SBJISIETCS OPAKEHUE ITIEUCHHU.
Cpeanuii BO3pacT MOSIBICHHS CHUMITOMOB OOJIE3HM C TOPAKEHUEM II€UYECHH
coctapiusier 11,4 - 15,5 ner, mo cpaBHenuto c¢ 18,9 - 20,2 romamum s
HeBpojornueckux nposisieHui. [Ipm I'JIJI MoxkeT pasBuBaThCA ULENBIA  PAX
HEBPOJIOTUYECKUX CUMIITOMOB — OT IUCPYHKIMHM Oa3ajbHbIX TaHTJUEB - Kak
TUIIEPKUHETUYECKUE, TaK U TUIIOKUHETUYECKUE, a TAK)KE MPOSBICHUS IMOPAKEHUS
MO3K€UKa U APYTUX OTIEJIOB LEHTPAJIbHON HEPBHOW CHCTEMBI.

XapakTep HEBPOJIOTHYECKUX cUMITOMOB y OonbHBIX ['JIJ[ Xapakrepusyercs
SKCTPANMUPAMUIHBIMU M MO3KEUKOBBIMH HAPYILICHUSIMU: MEIKOAMIUIUTY IHBIN
TPEMOpP, PUTHAHOCTH MBIIII] MIACTUYECKOTO THUIIA, TUMIEPTOHYC 3KCTEH30POB HOT,
MPUBOASAIIMNA K W3MEHEHHUIO MOXOJKH, U3MEHEHUE Iojoca U IU3apTpus, MUCUUN
Cria3M, TUIIOMUMMSI, TUTIOKMHE3US, aTakcust. TpeMop 00bIYHO KPYTTHOPA3MaITUCThIN
W HEPETYJISIpHBIHN, yallle HaOI01aeTCsl B MPOKCUMAJIBHBIX OT/elaX KOHEUHOCTEHW 1
rOJIOBE, MOXKET MPOSIBIATHCA B MOKOE, ONMPEACICHHON T03€ U MPU IMPOU3BOJIBHBIX
nBKeHUsIX. HapyieHust peuu v rioTaHusi MOTYT 00YCIIOBIMBATHCS Pa3BUTUEM Kak

nceBA00yIb0apHOTO CUHAPOMA, TaK M JUCTOHUU B COOTBETCTBYIOILMX TpyMIIax
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Mbli. Hapyiienus peuun npu OTCYTCTBHH JIEYEHUSI TOCTENEHHO MPOTPECCUPYIOT —
OT MOHOTOHHOCTHU M HEYETKOCTH B MPOU3HOIICHUH JI0 TIOJIHOM aHApTPUH.

Cornacuno knaccudukanuu H.B. Konosanosa (1960), I'JI/] nonpazaensiercs
Ha 5 dopm:

1. Bpromraast popma HaGIIOAACTCS KaK CaMOCTOSATEIbHAS, TaK U B KOMILJIEKCE
C IPYTMMH B TaK HAa3bIBAEMOM PEHEBPOJIOTUYECKOM cTaauu O60e3Hu. 3a00eBaHne
pa3BuBaeTcs B Bo3pacte OT 5 A0 17 5er W XapakTepusyercs HECKOJIbKUMU
BapHaHTaMU MTOPAKEHUS TICUCHHU.

2.  ApurmorunepkuHetruyeckas (paHHsas) ¢opma  MaHUECTUPYET
OpPEUMYIIECTBEHHO B Bo3pacte oT 7 1o 15 ner. Ona xapakTtepuzyercs
APUTMHYHBIMA TUTIEPKUHE3aMH, dYalle TOPCHOHHO-TUCTOHHYECKOTO XapakTepa.
['unepkuHe3bl OXBaTHIBAIOT PA3UYHBIC MBIIMICUHbIE TPYMIbl (KOHEYHOCTEH,
TYJIOBHINIA, & TAK)KE€ MBIIIIBI, OTBETCTBEHHBIC 32 APTUKYJIAIUIO W TIOTaHHUE) U
NPUBOMIT K WM3MCHCHHMIO ITO3BI Teja, MO3WIMKA KOHEYHOCTEH, IU3apTpPHH |
nucharum.

3. JpoKaTenbHO-pUruaHas dopma OTJINYAETCS OT
apUTMOTUTNIEPKUHETHYECKON Oosiee mo3aHuM HadajgoMm (15 - 25 ner) u OGonee
n00poKayecTBEHHbIM TeueHneM. OHa BcTpeuaeTcs yaile Apyrux. s maHHOro
BapHaHTa XapaKkTEPHO OJHOBPEMEHHOE Pa3BUTHE PUTHIHOCTH H ApokaHus. Yacto
ormeuaerca aucharus u auzapTpus. COOTHOIIEHWE PUTHUIHOCTH U JIPOKAHUS
BapbupyeT. B ogHux cinydasx npeo0iaaaeT CUHAPOM MAPKUHCOHU3MA C Pa3BUTHEM
B MEPBYIO OYepEe/lb PUTHIHOCTU MIPU MEHEE BHIPAKEHHOM APOXKAHUU, B JPYTUX —
P HEPE3KO BBIPAKCHHOW PUTHUIAHOCTA TPEBATHPYET TUIHYHOE POKAHUE,
KOTOpOE€ YCHJIUBAETCSI B CPEAHEPU3UOIOTHYECKOM TOJIOKEHUU CTruOaHus Mpu
YACPKUBAHUH PYK Ha BECY, a TAKXKE MPH IEICHANPABICHHBIX JIBI)KCHUSIX.

4. llpoxarensHas hopma (cooTBeTcTBYMOIIast popme Bectdans) oTnuyaercs
HauOosee noopokadecTBeHHbIM (10—15 5teT) TeueHueM u OoJiee MO3HUM HaYaJIOM
(B cpennem B Bo3pacte 20 - 25 5ieT, HO U3BECTHBI CIy4yau U e0roTa 3a00eBaHus B
40 u paxe B 50 1eT). OCHOBHBIM KIIMHUYECKUM MPOSIBICHUEM SIBIISIETCA IPOKAHUE.

MpliieuHbIi TOHYC HE H3MEHEH WK CHIKeH. [1o Mepe nmporpeccupoBanus 00JI€3HU
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JpPOKAHUE PE3KO YCHIIMBAETCA, CTAHOBHUTCS KPYMHOAMIUIMTYIHBIM C PE3KO
BBIPOKEHHBIM HHTEHIIMOHHBIM KOMIOHEHTOM. [lpu 11000i MOMbITKE aKTHUBHOTO
JBIDKEHUS OHO HAPACTaEeT, IOCTUTAsl CTENIEHHU JIBUTATEILHON OypH, U TIPEBPAIIACTCS
B I€Hepanu30BaHHOE. IHTEIEKT AIuTenbHOe BpeMs coxpaHneH. OqHaKko mo mMepe
MpOTrpecCUpOBaHUsl OOJIE3HU HApAYy C TOBBIIICHUEM MBIIIEYHOTO TOHYyCa
BO3HHMKAIOT W3MEHEHUS IICUXUKH, OTJIMYAIOIIMECs pa3BUTHEM a(PEeKTUBHBIX
paCCTPOWCTB.

5. DKcTpanupaMHuIHO-KOpKOBas (popma He ABIIAETCS caMOCTOsATeNbHON. OHa
MOKET Pa3BUTHCSI C TECUCHUEM BPEMEHH WJIH O] BO3/ICEHCTBUEM BHEIIHUX (PAKTOPOB
(HampuMep, YepermHO-MO3TOBOM TpaBMbI) U3 JIO00H OCHOBHOM HEBPOJIOTHYECKOM
dopmer ['JIJI. XapaktepuzyeTcsi MNPUCOCIUHEHHUEM K HMMEIOMMUMCS TUIUYHBIM
HapylIEHUSIM OCTPO Pa3BUBAIOIIMXCS MUPAMHUIHBIX Mape30B U SMHJICITHYECKUX
MPUIIAJKOB, Yallle 04aroBOro xapakrepa. BeICTpo mporpeccupyroT MCUXUYECKUE
HapyIICHUSI.

IlcuxoamoumnoHanbHble mNposiBJeHusi. Yacto 00Je€3Hb Ne0IOTHPYET
HEPE3KUM  CHIDKEHMEM  UHTEJUJIEKTa, HOMOIMOHAJbHBIMU  HApYIICHUSIMHU,
YXYJIIEHHUEM YCIIEBAEMOCTH B  IIIKOJIE, W3MEHEHUSIMU TIOBEICHUS WIIU
MICUXUYECKUMU MPOSBICHUSMH, KOTOPbIC OTIUYAIOTCS OOJIBITUM MOJIUMOPHU3MOM
U KJIMHUYECKH HE UMEIOT KaKUX-JIH00 crerudUuecKuX NpUu3HaKoB, U 3a00JICBaHUE
JUIUTEIBHO MOKET OCTABaThCSI HEPACTIO3HAHHBIM.

[Tatonorus koyebseTcs OT HE3HAUUTEIIBHOU pa3IpaKUTEIbHOCTH, JUchopuit
U JUCIHUMHKA JI0 BBIPQXKCHHBIX Je(PEKTOB TNCHUXUKH — aOCECCH, KOMITYJIbCHH,
JIETIPECCUil, UCTEPUUECKUX CHHAPOMOB, MCHUX030B U JeMeHIuu. [lorTomy mnuna
MOJIOJIOTO BO3pacra, y KOTOPBIX B KaKOW-TMOO KOMOMHAIIMU BCTPEUAIOTCS
MEPEUUCIICHHBIE TICUXOMATOJOTUYECKUE TPOSBIICHUS, OCOOEHHO TMPU HAIWYUHU
renaTuTa B aHaMHE3€ WM OOJIbBHOTO B ceMbe (poAHbIe OpaThsi M CECTpHI),
COCTAaBJISIFOT MEPBYIO IpyIiy  pucka ISt OMOXHMHUYECKOTO u
MOJICKYJIIPHO-TEHETUYECKOTO OOCIEOBaHUs C IMENbI0 TOATBEPKICHUS WU

yuckmouenus ['JI/] B mpeHeBpoIornyeckomn cTaanuu.
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Od¢ranbmosiornueckue nposiBiaeHuss. OPTanbMOIOTHYECKUM MPU3HAKOM
['JI]] sBnsseTcst oOpa3zoBanue koiibiia Kaiizepa-dieiiiiepa - 0TJI0)KEHHE 3€JICHOBATO-
Oyporo murMeHTa B JAECIEMETOBOM MeMOpaHe poroBulibl. Konblio HE yXyamiaer
3p€HHEe W TpPaKTHYECKW BCerga JBYCTOpOHHee. lIBeT ux Bapbupyercssi OT
30JI0TUCTOTO JI0 KOPUYHEBOTO U 3€JICHOT0, HO OBLIM OMMCaHbI U 00Jiee HEOOBIYHBIC
1BETA - pyOMHOBO-KPACHBIH, SIPKO-3€JIEHbIH, YIbTpaMapHuHOBBIA cuHU. biaromaps
CBOEMY IIBETY KOJIBIIO YACTO MOKHO JIETKO OOHApyX HUTh Yy JIIOJIEH C TOJyOBIMU
rJ1a3aMu, HO UX MOXET OBITh TPYJIHO UM HEBO3MOKHO YBHUJIETH Y JIIOJICH C KapUMHU
riiazamMu 6€3 TOMOIIH I11€JIEBOM JTaMIIbl.

Kosblia mosiBIAIOTCS B BEPXHEN YaCTHU POTOBUIIBI, 3aTEM B HUKHEW 4acCTH;
3aTEM 3aIOHAIOTCS MEAUAIIbHAS U JIaTEpaIbHAS YacTH KoJibla. 3-3a Takoi cXxeMbl
pa3BUTHS KOJIbLIA BAaXXHO MNpPH TMOAHATAA BE€Ka BO BpeMs KIMHHUYECKOIO
oOclieIoBaHMsl HE MPOIYCTUTh HEMOJHOE oOpa3oBaHue Koibla. OOpazoBaHue
KOJIblIa HauYMHAETCs Ha mepudepurd POroBUIIBI U PACIIPOCTPAHSETCS K LEHTPY, K
3pauky. Konbua Kaitzepa-®neiiiepa NpakTUYECKU BCEra MPUCYTCTBYIOT Y JIMI] C
['JIZ1, y KOTOpBIX pa3BUJINCh HEBPOJIOTHUUYECKUE WIIA NICUXWUYECKUE CHUMIITOMBI, HO
OHM MOTYT elie He CHOPMHPOBATHCA y JIHUI, Y KOTOPBIX HAOIIOMAETCS TOJIBKO
MOPAKECHUE TICUCHU.

XO0Ts HaJu4ue KoJjiel OYeHb HABOJMUT Ha MbICIb O auarHose ['JIJI, oHo He
ABJISIETCA ~ MAaTOTHOMOHWYHBIM.  (DAaKTUYECKH, NUTMEHTUPOBAHHBIE  KOJbIA
pPOTOBHUIIBI, HEOTIMUUMBIE OT KoJel Kalizepa-dieitiiepa, ObUTH OnMCaHbI IPU Psijie
COCTOSIHUM, XapaKTepU3YIOIIUXCSA TMedeHoYHo  auchyHkuuei. Ilpumepst
BKJTFOYAIOT TIEPBUYHBIN OMJIMAPHBINA IUPPO3, Ay TOUMMYHHBIN T€TaTUT, BOZMOXHYTO
YaCTUYHYI0 OWJIMApHYIO aTpPe3ui0, KPUINTOTCHHBIM IUPPO3 W XPOHHUYECKas
xoJiecTaTudeckas xentyxa. [Iporeccel, oTirdHbIe OT 3a001€BaHUI MTEUEHH, TAKKE
MOTYT TIPUBOJUTH K OTJIOKEHHUIO MEIU B POTOBHUIIC U 00pPAa30BaHUIO KOJICI, XOTS
pacIojoKeHue KoJell MOKET He COBIIaJIaTh ¢ TeM, KoTopoe Habmoaaercs [JI/1.

OxparmBaHue POTOBUIIBI MOXET OBITh CBS3aHO HE TOJBKO C OTJIOKCHHUEM
Mean. «Arcus senilisy (crapueckas Jayra) pacnpoCTpaHECHHOE COCTOSIHHE,

BBI3BAHHOC OTJIOKCHUSAMHU JIMIIMAOB B HepH(bequeCKoﬁ YaCTu pOroBunkbl, JCTKO
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OTIMYUTH Oyarogaps cBoemy OenoBaTo-cepomy okpacy. OJIHaKO, €clii y YeloBeKa
TaKKe HaAONIOAAeTCs] THUNEPKAPOTHHEMHUSI H3-32 UYPE3MEPHOTO MOTpeOseHus
KapOTUHOMJIOB, «Arcus senilis» MOXET MPHUOOPECTH KEATOBATHIN OTTEHOK U OBITH
OLIMOOYHO MPUHSTHIM 3a KoJibllo Dreliepa.

JlaGopaTopHasi ¥ HHCTPYMEHTAJILHAS TUATHOCTHKA.

Juarnoctuka ['JIJI mpoBOOWTCS HAa OCHOBAaHWM JAHHBIX KIWHUYECKOTO
oOcief0BaHMs, TEHEAJOTHUYECKOr0 aHalu3a M JIONOJHHUTENBbHBIX METOJIOB
VCCJIEIOBAHUS.

[Ipu wuccnenmoBanuu oOMeHa MeEAM THUIUYHO CHIDKEHHE COJACpKaHUA
nepyJomiasmMuia u "oOmiei" Menu B KPOBH, MOBBIIICHUE KOJIWYECTBA "MpsMoin"
MeJId B KPOBH, MEAM B TKAHU MEUYCHH, JIUKBOPE M YBEIMUYCHUE DKCKPEIIUU MEIU C
MO4OH. MarHuTHO-pe30HaHCHAsE TOMOrpadusi BBISBISICT OOJACTH IMOBBIIICHHON
WHTEHCUBHOCTH CUTHaJa B T-2 - pexuMe ere Ha J0 HEBPOJOTHYECKOW CTaInuu
OosesHu. Ha akcuadbHBIX Cpe3ax CpeIHEro MO3ra Ha YPOBHE BEPXHETO
YETBEPOXOJIMHUS MOKET BBIABIATHCS TUNUYHBIA BUA 17151 ['JI/] «cumntom Mopiouku
MaHJb». 3a CUeT MOBBINICHUS WHTCHCUBHOCTU CHUTHaJIa Ha T-2 B3BEHIEHHBIX
MU300PKEHUSIX CPEHEr0 MO3ra MU HU3KOM MHTEHCUBHOCTH CHUTHAJa B MPOCKIIUU
KpacHbIX sifiep GopMUPYETCs KapTHHA, BHEIITHE HAIOMUHAIOIIAS TOJIOBY TaH/IbI.

Ecnu pe3ynbTarhl 5TUX TECTOB OKa3bIBAIOTCSI COMHUTEIbHBIMU, HEOOX0AUMAa
NyHKIUOHHAsE Oworicus medeHu. [locie 4yero mpoBOAMTCS THUCTOJIOTHMYECKOE U
TUCTOXUMHUYECKOE HCCIIeIOBaHNE OMOMTATa, a TaKkKe MPOU3BOJIUTCS OINpEeIcHUE
KOHIICHTPAIlMM MEIW B MEeYeHU. Ecii COMHEHUs B JIMArHO3€ OCTAKOTCA U IOCIE
UCCIICIOBAHUSI KOHIEHTpPAllMM MEIU B IME€UEHH, CJIEIyeT MPOBECTH H3YUYECHHUE
CHUHTE3a IepYJIOIJa3MUHa C MOMOIIBI0 paaroakTuBHOU meau (Cub4 umu Cu67 ),
Ha3HAYaeMOM per 0S WK BHYTPUBEHHO.

Kpurepun nocraHoBKkH 1HarHosa:

»  COYETaHHOE IMOPaKECHHUE MO3Tra U BHYTPEHHUX OPTaHOB, B MEPBYIO
ouepe/ib MEUCHH;

»  ayTOCOMHO-PEIeCCHBHBIN THIT HACJICIOBAHNS,
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»  1e6roT 3a0051eBaHMs B IETCKOM, TIOJJPOCTKOBOM H IOHOIIIECKOM
BO3pacTe;

»  CHUMITOMBI, CBUAETEIbCTBYIOIINE O HOPAKEHUH SKCTPAUpaMuTHON
CHCTEMBI: TPEMOP, PUTHAHOCTD, MATOJIOTMYECKHUE T03bI, 00JIE3HEHHBIE TOHNYECKNE
CTa3Mbl, AU3APTPUs, Tuchars, CHUKEHHE UHTEIICKTA;

»  JKCTpaHeBpaJIbHble CAMITOMBI: 00JIM B 00JIaCTH TICUEHH, TeMaTOCIUICH
OMerajusi, KpOBOTOYMBOCTh JECEH, HOCOBbIE KPOBOTEUEHHUS, OOJM B KOCTIX U
cycTaBax, paHHEe pa3pylIeHHe 3y00B;

>  HapVIIEHUS MEIHO-0EJIKOBOro OOMEHA:

a) poroBuuHoe Koubilo Kaitzepa—®neiiepa;

0) CHI)KEHHE KOHIIEHTPALMH LIEPYJIOIJIa3MUHA B CBIBOPOTKE KPOBU (HUKHSA
rpanuiia Hopmbl — 20 mr/nn win 1,3 MMOJb/7);

B) THUIIEpIKCKpeuus wmeaun ¢ Moudod (Oosmee 80 wmr/cytkm wnmm 1,25
MMOJIb/CYTKH);

I') OBBILLIEHUE KOHLIEHTPALUKA CBOOOAHON ME/IU B CHIBOPOTKE;

1) CHI’)KEHHE KOHLIEHTPALlMU CBA3aHHON MEIH B CBIBOPOTKE KPOBH;

€) MOBBIIICHUE KOHIICHTPAIIMK MeN B OnonTarax neyeHu (B Hopme menee 50
MI/KT CyXOro Beca u MmeHee 10 MI/Kr celporo Beca);

»  JIHK-gmar"octuka.

BrisiBnenne myrtaunii B rene ATP7B no3Bonsier npoBoauts npsimyro JJHK-
nuarHoctuky [JIJI, uTo 0COOEHHO BaXXHO JJIA YCTAaHOBJEHHUS JUArHo3a Ha
IPECUMIIOMaTHYECKON CTaguu OOJIE3HU B CBSI3U C HEOOXOAMMOCTBIO KaK MOXKHO
Oonee paHHEro Hayajlia TPEBEHTUBHOW MEIb-dJIMMUHUPYIOMICH  Tepamumu.
[Tockonmbky ren ATP7B xapaktepusyercs IOBOJBHO CIOKHOW MOJIEKYJISIPHOW
opraHu3anueid M OOJIBIIUM YHCIOM pa3IWYHBIX MYTAIMA, JO CETOAHSIIHETO
Bpemenu npsmas JHK-guarnoctuxka [I'JIJI mnpencraBisier coboii  BechMa
TPYJIOEMKYI0 3a7auy. OHAKO, B KOHKPETHBIX MOMYJISUAX BO3MOKHO IPOBEJICHUE
CPaBHUTEIIBHO YKOHOMHOI'O CKPUHHMHIA HA HOCHUTEIIbCTBO XapaKTEPHBIX ISl ATUX

HOHyJ’IHHI/Iﬁ HauOoJiee qacCThIX MYTaHHﬁ, qTo 3HAYUTCJIBHO  YIIPOIIACT
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MOJIEKYJIApHYt0  auarHocTuky [JIJI, BkIouas mOpecUMOTOMATHYECKOE U

npenatainsbHoe [JHK-tectupoBanue.
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Puc.4. MPT 2onosnoco 601bH020 ¢ 2enamosleHMUKYIAPHOU Oe2eHepayuell.
Tosviuenue MP-cuenana om cpeone2o mMo3ea no muny «MopoouKu HAHObLY.

P

3 — : .- ( g
Puc.5. Konvyo Katizepa — @nevwepa

109



Puc.6. Buisasnenue sanemenmos xonvya Katizepa — @nevuepa npu nomowu ujenesou
namnsl (A — enaz npu obviuHOM ocewjenuu, B — mom owce enaz npu oceewyeHuU
wenesotul 1amMnotl, cmpenxoi 0bo3Havenvl snemenmol koavya Kaiizepa — @netiwepa)
(ucmounux: http.//www.neurosar.ru/)

Jleuenue.

HawnbGonee pacnpoctpaneHHBIM u 3G ()EKTUBHBIM MpErapaToM sl JCUCHUS
oonpHbIX ['JIJ] siBnsieTcs D-neHUIMIIaMUH — THOJIOBBIM Ipenapar, coAepsKalui
CyJIb(ruApuiIbHbIE TPYHNbl, 00pa3yloIMe KOMIUIEKCHI € MeIbI0 (KYIpeHHI,
apTaMuH, MeTa/uikanTtaza u ap.). Jledenue D-neHUIWIIIaMUHOM — SIBIISIETCS
NaTOr€HEeTUYECKUM, MOJACPKUBAIOLINE 03Bl MpenapaTa HeoOX0MMO TPUHUMATh
B TE€UEHHME BCEH >KMU3HM JJIs cTabuiau3anuu OajlaHca MEAM Ha YPOBHE, OJIM3KOM K
¢dusmnonornyeckoMy. Kpome KIMHUYECKOTO MOHUTOPHUHTA, OCYIIECTBIISIETCS TAKKe
OMOXMMHUYECKUN KOHTPOJIb C ONpeAeIEHUEM CBOOOAHON MEN B CHIBOPOTKE KPOBU
U IMHAMUKU SKCKPEIMU MEIU C MOYOH.

Bo3moxkubl moGounbie nedctBus D-nenunmmiamuna (B 2% ciy4aeB) -
pa3BUTHE  JICKONEHHWH,  TPOMOOLMTONEHUH, AHEMHUHM,  arpaHyJoLUTO3a,
He(POTHUUECKOTO CUHPOMA, IEPMATUTA, IEKAPCTBEHHOI 0 Tenaruta. He numeHHbIi
HEraTUBHBIX  CBOWCTB, KYNPEHWJ MOXET  OKa3blBaTh  JONOJIHUTEIbHBIN
NOBpEXAArOMINN 3PPEeKT Ha TKaHb MEYCHU U YCYTYOISITh €€ MopakeHue, IOITOMY

Ba)KCH MOCTOSIHHBIM ITOKU3HEHHBIN KOHTPOJIb KIIMHHUYCCKHUX H OMOXUMHUYCCKUX
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nokasarened (QyHKUMM II€YEHHW, aHajdu3a KpPOBU, MOYM JJII CBOEBPEMEHHOMN
JUArHOCTUKH U JICYEHUSI BOZMOXKHBIX OCJIOKHEHUM.

[TockonbKy mnpemnapaTel D-neHUIMIIIAMUHA SBISIOTCS CHENU(PUUECKUMHU
AHTAarOHMCTaMU THPHUAOKCHHA, MOCIEAHUN Ha3HA4YaroT OOJBHOMY €XKEIHEBHO.
[Toka3ansl BuTamMuHbI rpymisl B, C, aHTHOKCHAAHTHI — BUTaMUH E.

AJbTEpHAaTUBHBIM METOJOM SIBJIIETCS NPUMEHEHUE MpEnapaToB LHHKA
(cynbdar nuHKa, anerar nuHka). Coau UUHKAa aKTUBHO MHTHOMPYIOT PELENTOPHI
DHTEPOLIMTOB  CJIM3UCTOM  TOHKOM  KHUIIKH,  BBI3BIBAIOT  0Opa3oBaHue
METAJJIOTUOHUHOB, OJIOKUpPYS MOCTyIUIEHWE Meau ¢ nuied. B pesynbrare
oOpa3oBaHUs METaJNIOTUOHUHOB BCaChIBaHHE MeIu YMEHBIIAECTCS.
OOpa3zoBaBIIMECS KOMIUIEKCHI 3KCKPETHPYIOTCS ¢ (exanusamu. [lokazanusamu K
QJIbTEPHATUBHOM T€PANIMU IUHKOM SIBJISIOTCS TAKKE MTO3JHUE TOKCUYECKNE PEAKIINU
Ha D-neHunuuiaMMH, MOPOTrpECCUPYIOMIMNA CHHAPOM TIeMOJETICHUIMIIJIAMUH,
MPOTPECCUPYIOMIUM CUHIPOM TEMOJENPECCUU W HENOCTaTOYHOCTh A(Ppdekta D-
NEHULWJUIAMAHA B BHUJE BBIPAKEHHBIX PE3UAYAIBHBIX CHMITOMOB. bosnbinoe
3HaYeHue BO Bcex crammsax [JI/] mmeer nuera, mansmas MeYeHb: MCKIKOYEHUE

MPOJYKTOB, OOTaThIX MeIbI0 (II0KOMaa, Kode, 0000BBIE, OpeXHu U Ip.).
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§ 3.7 HEMPOJIETEHEPAIINAS C HAKOTLJIEHUEM JKEJIE3A B
TOJIOBHOM MO3TE (HHKM)

Hetiponerenepanust ¢ HakoILICHHEM JKene3a B rojoBHoM mo3re (HHXXM),
u3BecTHas Oouiblie o Ha3BanueM Neurodegeneration with brain iron accumulation
(NBIA), mnpeacraBmser co0OW TETEPOreHHYIO TIPYINy  HACICACTBCHHBIX
HEUPOJAETCHEPATUBHBIX 3a00JICBAHUM, XapaKTEPU3YIOIIUXCA dKCTPATupaMUIHbBIMU
JIBUTATEIbHBIMA PACCTPOMCTBAMM M aHOMAJbHBIM HAKOIUICHHEM JKeje3a B
IyOOKUX siipax 0a3albHBIX TAHTJIMEB TOJIOBHOTO MO3Ta.

Jlo HeraBHEro BpeMeHH eAMHCTBEHHOM qud dhepenumpoBanHoit HHXXM Obuia
6one3np ["amnepBopaena — Illnatia (coBpemennbie Ha3Banus — HHXM-1 unum
PKAN). Ha ceromusmniauii ieHb HaeHTHPHUIpOoBaHO ecaTh reHoB HHXXM: Bocemb
ABJISIIOTCS] Ay TOCOMHO - PEIIECCUBHBIMM, OWH — ayTOCOMHO - TOMUHAHTHBIM U OJIH
- X-cuemieHHbiM 1oMuHaHTHBIM. Homenknatypa HHXKM ewe He ycrosinacs, Bce

qame ux 0003HAYaIOT HE II0 YCJIOBHBIM IOPAAKOBBIM HOMCEpaM, a IO HAa3BaAHUAM

TE€HOB WJIN OEJIKOB.

I'en HacnenoBanus
Heliponerenepanusi, CBs3aHHas c | PANK2 AyTOCOMHO 50%
nanroreHar-kuaazoi (PKAN) peLEeCCUBHBIN
Hetiponerenepanmws, CBSI3aHHAS c | PLA2G6 AyTOCOMHO 20%
dochoaumnazoii A2 (PLAN)) peLEeCCUBHBIN
Heiiponereneparnus, CBsI3aHHAS c | C19rfl2 | AyrocomHO 10%
MHUTOXOHIPHATbHBIMU MeMOpaHHBIMH peleCCUBHBII
oenkamu (MPAN)
Heiiponerenepanus, cBsizanHas ¢ Oeta- | WDR45 X-CUEMIEHHBII 7%
nponesiepHsiM 0erkoM (BPAN) JIOMAHAHTHBIN
Heliponerenepanusi, CBsA3aHHas c | FA2H AyTOCOMHO <1%
ruipokcuiia3oi skupHeIX KucioT (FAHN) peLEeCCUBHBIN
Heiiponerenepanusi, cpszannas c¢ Oenkom | COASY AyTOCOMHO <1%
ko9H3UM A-cuHTasbl (CoPAN) pELIECCUBHBIN
cunapom Kydopa-Pakebda ATP13A2 | AyTocomMHO <1%
pELIECCUBHBIN
cunzpom Bynxayca-Cakatu DCAF17 AyTOCOMHO <1%
pELIECCUBHBIN
HeiipodeppuruHomnarust FTL AyTOCOMHO <1%
JIOMUHATHBIN
AnepynoniazMUHEMHUS CP AyTOCOMHO <1%
pELIECCUBHBIN
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Hetiponerenepanuio ¢ omnoxenuem xeine3a B mosre (PKAN), Bmepsbie
OmMcaIu JBOE HEMEUKUX HeBpomaroiaoros — FOmmyc ["annepBopaen u Yro InaTi
B 1922 romy. Ha oOTKpeITHE HOBOrO HEHPOJIETEHEPATHUBHOIO 3a00JIEBAHMS HX
HATOJKHYJ CJIy4daild OJHOTO CEMENCTBA, B KOTOPOM Cpa3y Yy IISITH CecTep
OOHAPYKUJTUCH MPU3HAKY IEMEHIINH U JTU3APTPUH — 3aTPYTHCHHSI B IPOU3HOIIICHUT
cioB. Ilocne cmepTu cecTep mMpu BCKPBITUSAX Bpaddl OOHAPYKUIM KOPHUYHEBBIC
MATHA B Pa3IMYHBIX OOJACTAX TOJIOBHOrO Mo3ra. B ocoOeHHO OoybHIIUX
KOJIMYECTBAX UX OOHAPYKHUIIM B OJIETHOM IIape U YePHOU CyOCTaHIIMU — COCTABHBIX
qacTsaX 0a3aJIbHbIX TaHTJIMA. DTUMU 3araJlOYHBIMU MSTHAMU OKA3aJIMCh OTJIOKEHUS
Keresa.

Brisicaunocs, uto Hemenkue HeBposoru Ommyc [NamnepBopaen u Xyro
HInar (Julius Hallervoden and Hugo Spatz) Bo BpeMs HalMCTCKOTO peXHMa
COTPYIHHUYATH ¢ MporpamMmoli spranazuu T4 (1939 - 1945), B pamkax KOTOpOH
YHUUYTOXXAJIUCh MAIUCHTHI C ICUXUYECKUMHU U HEBPOJIOTUUYECKUMU 3a00JIEBAaHUSIMH.
["aytepBOpAEH UCIIOJIB30BA MO3TOBYIO TKaHb KA3HEHHBIX MAIMEHTOB JIJIs1 HAY4YHBIX
uccienoBanuii. CylIECTBYIOT JOKYMEHTAJIbHbIE CBHJIETEIbCTBA MMOJYYEHHUS UM
o0pa3loB MoO3ra OT JKEPTB NPOrpaMMbl 3BTaHA3WU. ODTO BBI3BAIO CEPHEZHYIO
MEXIYHAPOJHYI0 JHCKYCCHIO O JOMYCTUMOCTH HCIIOJIb30BaHUSI SIOHUMOB,
CBS3aHHBIX C HEATUYHON MEIUIIMHCKON IPAKTUKOM.

[TooToMy B HacTofIlee Bpemsi Mpejaraerca TEPMUH  «OOJIC3Hb
lNannepBopaena - [llnmatua» B Hay4yHOM M MPAKTUUYECKOM AEATEIBHOCTU Bpaydeil HE
UCIIOJB30BaTh M BMECTO HEr0 NPUMEHATh TEPMHUHBI «HEWpoAereHepanus ¢
HAKOIJICHUEM B TOJIOBHOM MO3T€ JKeJie3a» WM «0oJie3Hb MapThl - AJNBMBD»Y TIO
MMEHaM CecTep, TOJIOBHOM MO3T KOTOPBIX OBLIT UCCIIEI0BaH.

Heiipoaerenepamnusi, cBsi3aHHasi ¢ naHToreHar-kuHa3zoii (PKAN -
pantothenate kinase associated neurodegeneration wam HH>KM/PKAN),
TPaJAMLIMOHHO JIEJTUTCS Ha OBICTPO MPOrPECCUPYIOUIYIO «KIACCUYECKYIO» PopMy U
0os1ee MeUIEHHO MPOTrPECCUPYIONIYIO «aTUIMMHYHYI0» (HopMy, KOTOpast UMeeT OoJiee

TI03JHEee Havyasio ¥ 0ojiee MeJIeHHOE POrPeCCUpOBaHUE.
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Knaccuueckuil Tun 3a0o0sieBaHUs XapaKTEpU3YETCs IPOrpecCUpYIOIIen
AKCTpanmupamMuaHON nucyHknueir B Bo3pacte 10 10 jet (o0br4HO B 5-6 J€T) U
notepeit cnoco6HocTH nepeaurathes yepes 10-15 et mocne Havana 3a001eBaHuUs.
JIuCTOHMS SABIAETCA XapaKTEPHOM YEpTOM HTOr0 pacCTpOMCTBA, IIPU ITOM
IPEUMYIIECTBEHHO  IMOPAXalOTCS  HWKHUE  KOHEYHOCTH. B ciywasx
OPOMaHIUOYJISIPHON AMCTOHHM 3a HEH YacTo CIEAYIOT 3aTPYAHEHHUS pedd |
au3apTpus. pyrue npu3Haky BKIKOYAKOT MOPaXKEHUE KOPTUKOCIIMHAIBHOTO TPAKTa
(runepToHyc, runeppedIekcusi, CIacTHYHOCTH), aTpo(PHI0 3pUTEIBHOTO HEPBA,
NUTMEHTHYIO0 peTuHomnatuto. IIporpeccupoBanne knaccuueckoii PKAN He
JUHENHOE, a CKOpee CTYNIEHYaToe, C IEpUOoIaMu OBICTPOTO YXY/IIIEHUS, OOBIYHO 0€3
aBHOW npuuuHbl. [lo Mepe nopaxeHus TyJ0BHUIA y peOCHKA MOXET HaOII0JaThCA
BBIPAKECHHAsI ONMCTOTOHUYECKAS 1103a, SBJLIIOLIASCS XApaKTEPHBIM NPH3HAKOM
knaccnyeckod HHXXM/PKAN.

Atunnunas gopma HHKM/PKAN - 3aboneBaHue ¢ MO3IHUM HadalioM,
IIPEUMYILECTBEHHO MPOSBIIONICECS] MApKUHCOHM3MOM. PaHHHE CHUMIITOMBI
atunnuHo PKAH Moryr BxiItouaTe HEWpPONCHXUMATPUUYECKUE TMPOSBICHUS,
JUCTOHUIO WJIA NApKUHCOHU3M. HapyleHust pedn 4acTo MposiBISAIOTCS Ha PAHHHUX
cTaausX 3a007€BaHUs U MOTYT BKIIIOYATh JU3APTPUIO, TUINO(OHUIO, MaTUIAINIO
WIM SIBHOE 3aMKaHue. Yem mo3ke BO3pacT Havajsa 3a00ieBaHUs, TEM BbILIE
BEPOATHOCTh TOTO, YTO MApKUHCOHWU3M OyAeT JTOMHUHHMpPOBATh B JABUIATEIHLHOM
(deHoTHuNE; Yy NAMEHTOB C HAYaJoM 3a00JIeBaHUSI BO BTOPOM JECATUIIETUH KU3HU
OObIYHO HaONIOAAETCAd CMEIIaHHas JAMCTOHMS W mHapkuHcoHusM. Cpeau
HEHUPONCUXUATPUUECKUX MPOOJEM, HCHBITHIBAEMBIX JIIOJbMU C aTHUIIHYHOU
HHXXM/PKAN, nHaubonee pacnpoCTpaHEeHbl HMIYJIbCUBHOCTbh W 00CECCHBHO-
KOMITYJIbCUBHOE PaCCTPOUCTBO.

Takum oOpa3zoM, OTIIMYMS ATUIHYHBIX (POPM: Hayano Ha 3—4-M JeCATUIIETUSIX
U TI03KE; PACCTPOMCTBA TCUXHUKU, KOTOPbIE MOTYT OIEpekaTh JABUTATEIIbHbIC
HapyILIEHUs; MEHbIIAs BBIPAKEHHOCTh JBUIATENIbHBIX HApYyLIEHUH, BEIYILIMM W3
KOTOPBIX MOXET OBbITh MNapKUHCOHM3M; 0O0Jiee pEJIKOE BOBJICYEHUE 3PEHMUS;

MEJJICHHOE MTPOTPECCUPOBAHNE C yTpaToi X0oas0bI yepe3 15—40 ner mocie Havana.
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JAuarnocruxka. XapakrepHas kaptunHa Ha MPT rosoBHOro mosra mpwu
HHXXM/PKAN sBnsgercs THITAYHOM U O0OBIYHO JHArHOCTUYECKH 3HaunMon. Ha T2-
B3BEIICHHBIX MOCIEAOBATEIILHOCTSAX B OJICTHOM SIpe HAOIIOJACTCs IEHTpaIbHas
TUINEepTeHCUBHAs 00JIaCTh CUTHAJA, OKPY>KEHHAs TUIIOMHTEHCUBHBIM CUTHAJIOM. JTa
KapTHHA Ha KOPOHAIBHOM cpe3e Obljia Ha3BaHa MMPU3HAKOM «TJ1a3a TUTpay. JlaHHbIN
¢enomen Boicoko crierubuyer anst HHXXM/PKAN, HO He maTOrHOMOHHYEH: OH
onucad B eauHWuHbIX ciaydasx HHXKM-4, HekoTopbIX  MOJEKYISIPHO
HepacmM(PpPOBAHHBIX CIIydasX, OCOOCHHO TIO3JHUX, y OTIEIbHBIX OOJBHBIX C
MyJibcUcTeMHOM aTpodueit. C apyroii cTopoHsl, ecTh peakue cirydyan HHXM-1 6e3

JaHHOI'O CUMIITOMA.

Puc. 7. Cumnmom «enaz muepa» na MPT

Heiipoaerenepanus, accouunposantas ¢ pochoaunazoim A2 (PLAN -
phospholipase a2-associated neurodegeneration wmm HHXM/PLAN).
[Mpuunnort HHXXM/PLAN sBnsieTcss MyTallid B TEHE KaJbIHii-HE3aBHCUMOMN

dbochomunazel A2 PLA2G6, urparoniem, Kak CUMTAETCS, KPUTHUYECKYIO POJIb B
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romeocraze (ochonunuao kietouHoi wmemOpanbl. Joas HHXXM/PLAN B
ctpykrype Bcex HHXXM cocrasnsier okono 20%.

Korma HHXXM/PLAN mposiBiisieTcss B paHHEM JETCTBE, €0 HAa3bIBAIOT
MH()AHTUILHON HEHPOaKCOHABLHOM nUCTpoduei, KOTopas XapakTepU3yeTcsi OUeHb
paHHUM HA4YajioM, MPOTPECCUPYIOMMMH aTaKCUEeW W CIIACTHYHOCTHIO Ha (hoHe
BBIPDAKECHHOM AaKCHAJIBHOM THWIIOTOHWUM, YTPAaTOM IICHXOMOTOPHBIX HABBIKOB, C
noTepe 3peHus; BO3MOKHA dMuJIencust; 6osbHbIe Torudatot 10 10 ner.

Otkpeitnie TeHa PLA2G6 wu pocTwkeHUs B 00JacTH  MOJICKYJISPHO-
TeHETUYECKOM TEXHOJOTMM TPUBEIM K  BBISBICHUIO B3pOCIOH  (OpPMBI
HHXM/PLAN wmu PLAN, mnposBisroieicss JUCTOHHEH-TApKMHCOHU3MOM H
CIACTUYHOCTHIO, a TaK)K€ KOTHUTUBHBIMU W TICHXUATPUYCCKUMH HAPYIICHUSMHU.
[TapkMHCOHU3M YacTO XOpOIIO TOJJACTCS JICUCHUIO J0(haMUHEPTHUYECKUMU
npenapaTaMu, HO JBUTATENIbHBIC (DITyKTyaIiuu, Kak IpaBmiIo, BOSHUKAIOT OBICTPO U
OCJIOXKHSIIOT JICUCHHUE.

Tunnunas MPT-kaptuna panneit HHXXM/PLAN — ovaroBoe HakoOILUICHHUE
Keneza B OyielHOM miape 0e3 «rJiaza TUrpa» U B MEHBIIEH CTENEHH B YEPHOU
cyOcTaHIIMM, 4acTo OOHapykuBaeTcs arpodus mokedka. [Ipu mapkuHCOHH3ME
u3menenuss MPT OGosiee pa3HOOOpa3HBI: HAKOIUJIEHHWE JKejie3a B  MO3Te
BU3YaJIM3UPYETCS JAJEKO HE BCEraa, BO3MOXHBI JIOOHO-BUCOYHAs aTpodus,
nopaxxenue oenoro Bemiectsa. [Taromopdonornyeckum otamunem HHXM/PLAN
ot HHXXM/PKAN nomumo otcyTcTBUS MOP(OIOTrHYECKOl OCHOBBI «IJla3a TUTPay
asisercs Hanuuue teuel Jlesu, uro commkaer HHXXM/PLAN ¢ wanonarnyeckum
MapPKUHCOHU3MOM.

Heiiponerenepanusi, cBsi3aHHasi ¢ 0OeJIKAMH MHUTOXOHAPHAIBHOM
memoOpansl (MPAN - mitochondrial membrane protein-associated
neurodegeneration, HHXM/MPAN). Heiipoaerenepanus, cBs3aHHas C
MHUTOXOHJPHAIBHBIM MEMOpaHHBIM OEJIKOM, BBI3BIBACTCS MYTAIlUSIMA B T'EHE
c19orfl12. dynkmus sToro 6enka M3ydeHa HEAOCTATOYHO, HO MPEABAPUTEIIHHBIC

(GyHKLIHMOHATIBHBIE JKCHEPUMEHTBI M €ro CyOKJEeTOYHas accouuauus C
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MUTOXOHJPHUAILHON MEMOPAHOHN MIPEANOIaraloT ero poJib B KJIIETOUHON YHEPreTHKE
U MeTabOJU3ME KUPHBIX KUCIIOT.

Otor ¢enorun HHXM/MPAN Obum BriepBble BBISIBJIGH W ONHCAaH B
BOCTOYHOEBPOMNENCKOil koropte. 3a0osieBaHUE OOBIYHO MPOSBISETCS B IMEPBOE
JECATUIIETHE KU3HHU, HO MOXKET TaKK€ HadaThCsl B paHHEM Bo3pacTte. B nerctse
Hanbosiee paHHUM MPU3HAKOM OOBIUHO SIBJISIETCSA Pa3BUTHE CIIACTUYECKOM MOXOIKU
C pa3rubaTeNbHbBIMU TMOJOUIBEHHBIMU pedieKCaMH, YacTO COMPOBOXKIAIOIICHCS
aTpodueil 3puTeabHOr0 HEPBA, TPYAHOCTAMU B 00yUEHUH, TU3apTPUEH, a UHOTIA U
MOBEJCHYECKUMU U TICUXUATPUYECKUMH OCOOCHHOCTSIMHU. JIMCTOHHSA, €Clii OHa
MPUCYTCTBYET, KaK ITPABUIIO, OTPAHUYHMBAETCA CTONIAMHU U KUCTAMHU pyK. HauanbHbie
IPOSIBJIICHHS BO B3pOCIOM Bo3pacTe Oosee BapradenbHbl, HO OOBIYHO MPOSIBIISIIOTCS
KOTHUTUBHBIMU W  TIOBEJICHUYECKHUMHM HW3MEHEHHUSIMHU, NapKUHCOHM3MOM U
CMEIIIaHHBIMUA HAPYIICHUSAMU TTOXOIKH.

Kak mnpaBuio, 3abosieBaHue NPOTPECCUPYET MEJICHHO, W OOJIBIIMHCTBO
JI0JIeH ¢ HaYaJloM 3a00JIeBaHMs B ICTCTBE N0XKUBAIOT 110 20 siet u crapiie. OIHaKo
y HEKOTOpBhIX JIOJed MOXeT HalOmoaaTtbes ObICTpOE U TEPMHUHAIBHOE
MIPOTPECCUPOBAHME, JTUOO cpa3y Mmociie Havasia 3a0oJieBaHus, JIMOO MMOocie TIeproia
MEJIEHHOTO YXYIIIEHUSI.

Ha pannux cragusx 3a6onieBanus Ha MPT 00blYHO OOHapy>XKMBarOTCS
MPU3HAKK TIOBBIIIEHHOTO COJEPKAHUS Keje3a B 0azalibHBIX TaHTJIMSIX, XOTS B
pPEAKUX CIyyasx cOOOMIAJIOCh U 00 OTCYTCTBUM HAKOIUICHMS jKelie3a B TOJIOBHOM
mosre. [l T2-B3BeleHHbIX NOCIEI0BATEIbHOCTEN XapaKTEPEH TMIIOUHTECHCUBHBIN
CUTHAJI B OJIETHOM sAnpe W 4YepHOW cyOcTaHiuu. [Ipu3HaKOM, KOTOPBIM MOXKET
nomoub oTInuuTh MPAN, sBnsieTcst T2-runepruHTeHCUBHAS JIMHEHHAs 0JI0CATOCTh
MeTUATBHOU MEIYJUIIPHON TUTACTUHKU MEXK]Ty Hapy>KHBIM M BHYTPEHHUM OJICTHBIM
AJIPOM.

Hejipoaerenepanus, accouMmupoBaHHas ¢ 0eTa-nponesiepHbLIM 0eJIKOM
(BPAN - Beta-Propeller scaffold protein-Associated Neurodegeneration,
HH’KM/BPAN). Bone3nb MMeeT peaKkdil THI HaceIO0BaHUs: X-CIEIUICHHBIN

JOMUHAHTHBIA. Jl0 OTKpbITUS npuuumHHOTO reHa BPAN omnmceiBanach Kak
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«HeTporpeccupymomias jaerckas »sHuedansonarus ¢ HelpojaereHepanuen BO
B3pocioM Bospacte» (SENDA - Static Encephalopathy of childhood with
NeuroDegeneration in Adulthood;), Ho Tenepp OoHa Ha3BaHa B COOTBETCTBUHU C
YCTaHOBJICHHOW CHCTEMON HaMMEHOBAHUA.

bosne3np xapakTepu3yeTcs BBIpAKEHHOU paHHEH 3aJ€PKKOM IICUXOPEYEBOT0O
U MOTOPHOTIO pAa3BUTHS C OIPAHMYECHHOW IIOJOKHUTEIBHOW JHWHAMUKOW 10
FOHOILIECKOTO WJIM B3pPOCJIOr0 BO3pacTa M MOCIEAYIOIIUM PETPECCOM C Pa3BUTHUEM
JACTOHUY, TAPKUHCOHU3Ma, NeMeHInu. B nepuojae perpecca npu MPT BeisiBisieTcst
kaptuia HH)XM. bone3np BcTpeudaeTcsi MOBCEMECTHO, CEMEMHBIX CIy4aeB HET,
KEHIIMHBI OO0JICIOT 3HAYUTENBHO Yalle MYXX4YUMH. 3a0ojieBaHUE BbI3BIBACTCA
myTtanusamu B WDR4S5.

MPT npu BPAN moskeT ObITh HOpMaJILHOM B paHHEM JIETCTBE, HO K MOMEHTY
MPOSIBJIEHUS JBUIATEIIBHOTO PACCTPOMCTBA BBISBIAIOTCS SBHBIE, JOCTATOYHO
cnenuduyeckue OTKJIOHCHMUSL. XapakTepHble M3MEHECHUSA BKJIFOHAIOT
TUMIOMHTCHCUBHBIM CUTHaN Ha T2-B3BEIICHHBIX H300paKEHUSIX B YEPHOU
cyOctaniuu u  OJeIHOM  siApe B pe3yJbTare  HAaKOIUJICHUS  JKeesa.
['MnmovHTeHCUBHOCTh HanOoJliee BbIpAKEHA B YEPHOM CyOCTaHIMHU, TJE OHa
BBITJISIAUT Kak JHWCKpeTHas JIMHEWHas TmoJsioca. Jta ke obOmacte Ha TI-
MOCIIEIOBATEIBLHOCTSIX OKPYKEHA TMIEPTEHCUBHBIM «Tajl0», MPOCTUPAIOIIUMCS 10
HOXKEK TOJIOBHOTO MO3ra, KOTOpO€, Kak TOJlararoT, MPeACTaBiIsieT co0oi
BBICBOOOXKCHUE HEUPOMETaHUHA U3 JETCHEPUPYIOIINX HEUPOHOB.

Heiipoaerenepamnusi, acCOMUPOBAHHAA ¢ 0€JIKOM KOIH3UM-a-CHHTA30M
(CoPAN - coenzyme a synthase protein-associated neurodegeneration).

CoPAN - ayTocomHO-peliecCUBHOE 3a00JieBaHWE, BHI3BAHHOE MYTAIUSIMHU B
rene COASY, xoaupyronieM CoA-cuntazy. CoPAN mnposiBisercss B mepBoe
JNECATUIICTUE JKU3HU C TPYIHOCTSIMH TIOXOAKHM W JIETKUMH KOTHUTUBHBIMU
HapylHICHUSIMU. 3aTeM CIEeIYIOT OpPOMaHIWOYJsIpHAs AUCTOHMS, AU3APTPUA U
MIPOTPECCUPYIOIIAS CHACTUYHOCTD, a TAKXKE MOSIBIICHUE aKCOHAJIbHOM HEMPONATHH.
K Oosiee mO3MHUM TPOSIBIEHUSIM OTHOCSATCS TMAPKUHCOHU3M, OOCECCHBHO-

KOMITYJIbCUBHOE PAacCTPOMCTBO U nepudepuueckas Heiiponatus. Ha MPT-caumkax
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npu CoPAN HaOmromaeTcsi TMIOMHTEHCUBHBIN CUTHA B OJI€AHOM sifipe W 4€pHOMU
cyOCTaHITUH.

Heiipoaerenepanusi, CBA3aHHAsl ¢ THAPOKCWIA30M SKUPHBIX KHCJIOT
(FAHN - fatty acid-2 hydroxylase-associated neurodegeneration). Ilpoaykr rena
FA2H oTrBeuaer 3a rMAPOKCUIMPOBAHNE KUPHBIX KUCIOT U UTPAET KIIFOYEBYIO POJIb
B IIPOM3BOJCTBE MHEIWHA B ILIEHTPAJIbHOW HEPBHOM CUCTEME M, BO3MOXKHO, B
peryisiliid KJIETOYHOTO IMKJIa. MyTalud B 3TOM T€HE MEepBOHAYAIbHO ObLIM
ONMMCAaHBl KaK BBI3BIBAIOIINE JICHKOAUCTPOUIO U  OCIOXKHEHHYIO (Qopmy
HacleCTBeHHOM  cmactudeckor — maparmierun  (HSP35).  [locnmenyromue
WCCJICIOBAHMS BBISIBUJIM HAJIMYME TUMOMHTEHCUBHOCTH T2 B OJIeIHOM IIape y
HEKOTOpPbIX NanueHToB ¢ Myrtauusmu FA2H wu npuBenn k 0003HAYEHUIO
HeHpoJiereHepaliy, CBSI3aHHON ¢ ruapokcuiazor >kupHbix kucioT (FAHN), kak
noaruna HHKM.

3aboneBaHrue OOBIYHO TMPOSIBISIETCS B TMEPBOE JECATUIIETHE JKU3HU C
TPYIHOCTSIMU TIpu Xx0ab0e W maaeHusiMu. l[Iporpeccupytomias CHacTUYHOCTD,
JUCTOHUS W JUCPYHKIMS MO3KEUKa MPUBOJSIT BO MHOTHUX CIydasx K IOTEpe
CIIOCOOHOCTH K MEPEBMIKEHUI0, HAPSAY ¢ au3apTpuei u nucdarueit. [Ipu ocmotpe
4acTO OOHApyXUBaeTcs aTpodusi 3pUTETBLHOrO0 HEpPBa C Pa3IMYHON CTEMECHBIO
COMYTCTBYIOIIETO HApYyIICHUs 3peHus. Y OOJBIIMHCTBA JeTed HalmomaeTcs
MIPOTPECCUPYIOIIEE CHIDKCHHE KOTHUTHBHBIX (PyHKiMii MPT romoBHOro Mosra
BBISBJISIET O4aru O€NOro BEIIECTBA, Spkue Ha T2-B3BEIICHHBIX H300paKCHUSX,
HMCTOHYECHHUE MO30JUCTOTO TeJla U MPOTPECCUPYIOIIYIO aTPOPUI0 MO3KEUKA, MOCTA,
MIPOAOJITOBATOTO MO3ra U CIIMHHOI'O MO3ra.

Y wMuorux neredt, crpanmaronux HHXM/FAHN, coxaepkanue jxene3a B
TFOJIOBHOM MO3r€ MPOSIBIIIETCA B CPEAHEM M IO3JHEM JETCKOM BO3pacte. Y
OonpImIMHCTBA JioJed ¢ myTtauusimMu B rene FA2H co BpemeHneM pa3BuBaercs
MOBBLIIIIEHHOE COJIepKaHue keye3a B 0a3aibHbIX TaHIMAX. JKene30 MoBbIIIaeTCs
MPEUMYIIECTBEHHO B OJICAHOM SIPE, YTO MPOSBIIICTCS B BUJE TUTIOMHTEHCUBHOTO

curHasia Ha T2-B3BemeHHbIX cpe3ax. [pyrue ocobennoctu MPT Bxiroyaror
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U3MEHEHHUs] OeJoro BElIecTBAa W IMPOTPECCUPYIONIYI0 aTpopui0 MO3PKEUKa u
CPEIHETO MO3TA.

HH’KM, cBs3aHHble ¢ gedeKramMu Oe/JIKOB IoMeocTa3a ixejesa —
auepyJaonIasMMHeMusi M HelipodeppuTHHONIATHS.

AuepyrnoriasMuHeMusT U HelpodeppuTHHONATHS, CBA3aHBI C JedeKTaMu
T€HOB, KOJIUPYIOIINX OCJIKH, PErYJIUPYIOIINE TOMEOCTa3 Kee3a, LepyIoIIa3MHUH U
beppUTHH COOTBETCTBEHHO. DTH 3a00JI€BaHUS PEHTI€HOJOTUYECKU OTINYAIOTCS OT
npyrux 3a0oneBaHull, cBs3aHHbIX ¢ HXKA, rimaBHbIM 00pa3om Ooiiee 0OMIMPHBIM
HAKOIUIEHWEM eJjie3a B TOJOBHOM MO3re€, 3aTparuBarollUM 00JIacTH, KOTOpbIE
OOBIYHO OOraThl KeJIEe30M, BKIII0Uasi XBOCTATOE PO, CKOPIIYILy, TalaMmyc, 3yodaroe
AJIpO U KPAaCHOE SIAPO, MOMUMO OJIETHOTO SApa U YEPHOU CYOCTAHIIMH.

Anepygomiazmuemusi — peakas HHXXM, cBg3annas ¢ myTtanusiMu resa
CP, kompupyromero uepynomia3muH. [lepBble KITMHHUYECKHE ONTMCAHUS OTHOCITCS K
koHIly 1980-x—Hawyamy 1990-x rr., reH wuaeHtuduuupoBan B 1995 T
[epynomnazMuH UrpaeT BaxHEHIy0 pojb B MOOMIIM3ALMHY JKEJIe3a, U HapyLIeHHUE
ero (yHKUMI BeJEeT K HAKOIUIGHHMIO jKelie3a B TKaHAX. B oTiMuue oT Jpyrux
HHXXM, nipu auepynonia3MUHEMUH KeEJI€30 HAKAIUIMBACTCS HE TOJIBKO B TOJIOBHOM
MO3re, HO M BO BHyTPEHHHX OpraHax: ne4eHu (0COOEHHO), MOIKETyT0YHOM Keye3e
u Ap. COOTBETCTBEHHO, €CTh OHMOXMMHUYECKHME MpPHU3HAKU: UEPYJIOIIa3MUH B
CBIBOPOTKE OOBIYHO OTCYTCTBYET, CO/IEPKAHUE ME/IU U JKeje3a CHUKEHO, a YPOBEHb
(dbeppUTHHA B pa3HOW CTENEHU MOBBIILIEH.

Bosne3np HaunHaeTcs BO B3pocioM Bo3pacte, yanie B 30—50 ser. Tunudnsl
KOTHUTUBHBIE HapyLIEHUs, aTaKCUs, JU3apTPHsl, a TUIEPKUHE3bI, CPEAH KOTOPBIX
npeobiiaaroT opodannaibHas AMCKUHE3Us U Os1edapocnasm, OTHOCUTEIILHO MEHEe
xapaktepHbl. HecMoTpsi Ha mporpeccupyioliee Te4UeHne, CaMOCTOsATENbHAs X0Ab0a
JI0JITO coxpaHsieTcsi. MHOrue O0JbHbIE CTPAJAI0T CaXapHbIM TUA0ETOM, YTO MOXKET
CIIyKUTh AUArHOCTHYECKOM mnoackaszkou. Ilpy MPT mo3ra ouyarn HakomsieHHs
xKeye3a OOHApPYKMBAIOTCS HE TOJHKO B Oa3albHBIX TaHMNIMAX, HO M B Tajamyce,

3y0UaThIX sJipax, Kope OOJIbIIMX MOJyHIapuid U MO3KEUYKa, a TaKKE B MEUCHU U
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MOKENyJOUHOM  skene3e. [lpu 3TOM coMaTMYECKOW MATOJOTUMU, IMOMHMO
HETSDKEJIOW aHEMUH, HET.

Heiipodeppurunonatus — ¢dopmMa ¢  ayTOCOMHO-IOMHUHAHTHBIM
HACJIEIOBAHUEM U TTO3JHUM HadasioM. 3a00JieBaHUs 00YCIOBICHO MyTalluel B reHe
FTL, kogupyrolmiem JIerKy1o 1enb GeppuTuHa.

B kimHuMyeckoil — kapTuHe — HeWpodeppUTHHOMATHM  MpeodianaroT
HEBPOJIOTUYECKUE CHMMTOMBI, BKJIOYasl XOPEH W JUCTOHUIO C HA4YaJIOM BO
B3pOCJIOM BO3pacTe, OTpakarolue OOJAaCTH MO3Ta, B KOTOPBIX HAaKaITUBAETCs
xene30. [lToMruMo JABUTATENbHBIX PACCTPOMCTB, Y MAIMEHTOB YacTO HAOIIOAAI0TCS
KOTHUTUBHBIE U TMOBEJEHYECKUE HApYIIEHUs. YPOBEHb (epPpUTHHA B CHIBOPOTKE
KPOBHM MOXET OBbITh HU3KUM, HO TIPU HAIMYUU KIMHUYECKUX TOJI03PEHUH ClieTyeT
npooauts MPT-uccienoBanne u reHetndeckoe TtectupoBanue. Ilpuy MPT
OOHapy’KMBAIOTCS OYaruk OTJIOXKEHUS jKelie3a B XBOCTAaTOM sipe, OJIETHOM IIape,
CKOpJIyIe, a B MO3AHUX CTaauiIX — TaKKe KHUCTO3HbIE U3MEHEHHUs OazalbHBIX
TaHTJIMEB, BYCTOPOHHUI HEKPO3 OJIeHOTO mIapa U aTpodus KOPHI.

boae3snr Kydopa — Pakeda (Kufor-Rakeb) — peakas ayrocomHo-
penieccuBHas HHXXM. 3aGoneBanue BbI3BaHO MyTanusmu B reHe APT13A2,
KOMpYyoeM Jin3ocoMalibHy0 AT®a3y u Takxe n3sectTHoM kak PARKO.

Beaymum B KIMHUYECKON KapTUHE SIBISETCS FOBEHWIHHBIN MapKUHCOHU3M.
Tunuynselii Bo3pact Hauana — 14-15 ner, npenapatsl JI-JIODA 3¢ dekTruBHBI, HO
PaHO TOSIBJISIFOTCSL JICKAPCTBEHHBIC JUCKUHE3UM. XAapaKTEpEeH MNUPaMUJIHbIN
CUHIPOM, HEpPEOKH  TJIa30JBUTraTEIbHBIE  pPACCTPOMCTBA:  BEPTUKAJIbHBIN
odTanpMomnapes, 3aMeJICHHE CaKKaj, OKYyJOTHpHble Kpusbl. I[loutm Bcerma
pa3BUBAIOTCSI KOTHUTUBHBIC HapYIICHWs, WHOTJA BBIPAKCHHAs JIEMEHIIUS,
BO3MOXKHBIIICUXUYECKUE paccTpoiicTBa (rajumtounHanuu u ap.). Ha MPT Haxogst
O4Yarv OTJIOKEHHUS JKEJIe3a B CKOPIIYIIE U XBOCTATOM SIJIPE.

bonesnr Bynxayca — Cakaru (Woodhouse-Sakati) — penkas ayrocoMHo-
peueccuBHas HHXM ¢ BoBieueHwem  Apyrux  OpraHoB:  IOMHMO
SKCTpPANUPAMUIHBIX ~ CUMIITOMOB OHAa  BKJIIOYAa€TYMCTBEHHYIO  OTCTaJIOCTh,

TUTIOTOHAIU3M, CaXapHBIA TUA0ET, TITYyXOTY U aJOMEeIHUIO.
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Jleuenune. B HacTosmee BpeMs JIEUEHHE HOCUT CUMITOMATHYECKUN
xapakTep. JIUCTOHMUSI U CMIACTUYHOCTh OOBIYHO JIEUATCS AHTUXOJWHEPTHUYECKUMU
npenaparamM, O€H30[Ma3enuHaMd W JPYTUMH  [POTHBOCHACTHYECKUMU
cpencrBamu.  MHbekuu ~ OOTYJIOTOKCMHA  TakXe  MOTYT  OOECIEYHTh
LEJIEHANPABICHHOE 00JIErYeHUE JUCTOHUH U CIACTUYHOCTH. [ y0oKast cTUMyIsiuus
MO3ra IMoKa3ajia MHOTOOOCHIAIONINE PEe3yNbTaThl, HO UCCIEIOBAHUS OTPAHUYCHBI
OTIICJIbHBIMM  ONMUCAHUSIMU  CJIy4yaeB, HEOOJBIIMMH CEPUSIMU  CIIy4aeB W
pPETPOCTIEKTUBHBIM HccienoBanueM. [locTosHHOe yuwacTHe (PU3MOTEparneBToB,
OProTepaneBTOB M JIOTONEJOB MOXET OTCPOYUTH PA3BUTHE OCIOKHEHUU

3200JI€BaHUA.
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§ 3.8 CHUHAPOM JIEHTA-HUXAHA

Cunnpom Jlema-Huxana (CJIH) - nHacnencrBeHHoe 3aboieBaHuE, KOTOPOE
BO3HMKAET MPHU HAPYIIEHUH OOMEHa IypPUHOB, U30BITOYHOM HAKOIIJIEHUU MOYEBOM
KHCIIOTBI B oOpraHu3zMe. Pa3BuBaeTcsi BCIEACTBUE TE€HETHYECKOW MYyTalUH,
BbI3bIBaoNIe aeguiut depmenta ['OPT. 3aboneBaHue perucTpupyercs c
yacTtotod 1 cimywail Ha 235-380 ThIC. HaceneHUs, OOJICIOT MPEUMYILIECTBEHHO
MYKYUHBI.

CuHIpOM Ha3BaH B YECTh aMEPUKAaHCKOIO Ieuarpa U IeHeTHKa BuibsiMa
Huxana (Michael Lesch) u ero ctynenta Matikia Jlerra (William Nyhan), kotopsie
B 1964 1. nepBbIMU ONKCATIN TUIIMYHYIO KIIMHUYECKYIO KapTUHY IBYX OpatheB 4 u 8
JeT, y KOTOpbIX HaOJII0JaloCh JIBUTaTEeIbHOE pPacCTPOMCTBO, IMEPBOHAYAIBHO
JUAarHOCTUPOBAHHOE KAaK LepeOpalibHbIN IMapanuy, YMCTBEHHAas OTCTAJIOCTh,
TUIEPYPUKEMHsI, KAMHM B IIOYKaX W CaMOINOKYCBIBAaHHME, NPHUBOIAILIEE K
yweHoBpeauTenbetBy. B 1967 1. Curmmutep (J. Edwin Seegmiller) u np.
ONMpENEeNWIIA, YTO 3a00JIEBAHHE CBSA3aHO C META0OJMYECKUM HApYIICHUEM
MypUHOBOTO OOMEHa, BO3HUKAIONUM B pe3yibrare aedunura QepMeHTta
rUNoKcaHTUH-TyaHuHpochopudosuirpancdepassl (I'OPT), BoccTaHaBiuBaroniero
MTyPUHBI.

JtuHojiorus. 3a0oneBaHue BO3HHMKaeT BcieacTBue Mmyrtauui reHa HPRTI,
KOTOPBIi OTBEYAET 3a oOpa3oBaHue bepmeHTa TUITOKCAHTHH -
ryanun@ocdopudosmirpanchepazsl (I'®PT). Onucano 6Gonee 400 BapuaHTOB
ne(heKTOB FreHeTUYECKOT0 K012, Bbi3biBatomux CJIH. MyTanus pacnosnoxeHna Ha X-
xpoMmocoMe B Jokyce Xq26.2-q26.3. HacinenoBanue cuHIpoMa MPOUCXOIUT 1O X-
CLUEIUICHHOMY THITy, MO3TOMY NPAKTUYECKH BCE MALUEHThl — MPEICTaBUTENIN
MY>KCKOTO T0JIa, a J>KCHIIMHbl B OCHOBHOM SIBJISIIOTCA O€CCUMITOMHBIMHU
HOCHUTEJISIMU I'€Ha.

IlaTorene3. I'maBHyr0 poJib B MaTOreHe3e OOJE3HM WIPAET IMOBBIIICHHOE
oOpa3oBaHHe MOYEBOM KUCIOThI. OHA CUHTE3UPYETCS U3 T'YaHUHA U TUIIOKCAHTHHA,

KOTOpbIE HAKAIUIMBAIOTCS BHYTPH KiIeTOK BciaeactBue nedunmra ['OPT, a 3aTtem
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NOJBEPraloTcsi OUOXMMHYECKUM TMPEBpAlllEHUEeM TMOj] JAelcTBUEM (depMeHTa
KCaHTUHOKCHAA3bl. BenymuM B pa3sBUTHUM CHUHAPOMA SIBJISIETCS YCHIJICHHOE
o0pa3oBaHME HOBBIX IMMYPHUHOB, YTO B COYETAHUU C HAPYLICHUSIMHU PEYTUIM3AINH
CYILIECTBYIOIIMX MYPUHOBBIX COCIMHEHUM YTSKEISAET COCTOSIHUE OOJIBHOTO.

[TaToreHe3 HEBPOJIOTMYECKUX M MOBEACHUYECKUX PAaCCTPOMCTB JO CHX IOP
OCTaeTCs HE BIIOJIHE MOHATHBIM. KilmHMUYeckue nposiBiaeHus: 001e3HU, pe3yJIbTaThl
MaTOJIOTOAaHATOMUYECKUX  MCCIENOBAaHUM  TOJIOBHOIO  MO3ra  IMAl[MEHTOB,
MHOTOUHMCJICHHBIE MCCIEI0BaHUs, MPOBEACHHBIE HA KYJbTYypax KIETOK OOJBHBIX,
U3y4YeHUE JKUBOTHBIX  MoOjelied  3Toro  3a00JieBaHUS  yKa3blBalOT  Ha
MPEUMYIIIECTBEHHOE  HapyllleHue (YHKIIMOHUPOBAHUS  JA0(paMUHEPTHYECKUX
HEWPOHOB T'OJIOBHOI'O MO3ra M 0OCOOEHHO 0a3aJIbHBIX TaHTJIUEB.

Kuaunuka. CJIH, kak npaswio, manudectupyer He ¢ poxaeHus. [lepsoie
INpU3HAKU O0oJie3HW (TUIIOTOHUS W 3aJE€p’KKa pa3BUTHs) Hecneuu(PUUHbl U
CTAaHOBSITCS 3aMETHBIMM OOBIYHO B Bo3pacte 3 - 6 wMec. OTyeTIUBBIE
HEIMPOU3BOJIbHBIC JIBKEHUS OOpaliaroT Ha ce0si BHUMaHuE K 6 - 12 Mec >KU3HHU.
[Tocne 1 roma dopmupyeTcss 3HaAUMTENbHAs 3aJ€p’KKa MOTOPHOTO M PEYEBOIO
pa3BUTHS peOCHKAa C HAJIMYMEM MBIIIEYHON THUINOTOHWUU, Te€HEPaJIM30BAHHBIX
JUCTOHUYECKUX U aTETOMJHBIX THUIMEPKUHE30B U HWHOIJA CIACTHYECKOTO
TUIPETOHYCa, KOTOpbIM 4dalle Bcero HaOmoIaeTcs B MBIIIIAX HWKHHUX
KOHEYHOCTEH.

B TedeHune mepBbIX HECKOJBKUX JIET XU3HU JBUTATENbHBIE PacCTPOMCTBA
MOTYT MEJIEHHO MPOTrpeccUpoBaTh. [Ipu MONBITKE CUIETh WK CTOSTh Y OOJIBHBIX
4acTO BO3HUKAET apKOOOpa3HOE BBITMOAHWE IIIEM U TYJOBHUINA; CHUJIbHBIC
MPOIOJIKUTEIBHBIE BRITHOAHUSI TYJIOBHUIIA MOTYT COITPOBOXKAATHCS TUCTOHUYECKUM
TPEMOPOM, U 3TO MOXKET HAOMHUHAThH 3nmientuyeckuil npucrymn. Tsoxects CJIH
OTPEENSIETCSl CTENEHbI0 BBIPAXKEHHOCTU JBUTATEIBHBIX PACCTPOIMCTB, KOTOpHIE
HAIIOMHUHAIOT TUCTOHUYECKUH 1IepeOpasIbHBIN Mmapainy.

JIy1st OOJIBHBIX XapaKTEPHO ayTOArpECCUBHOE TOBEJICHHUE — MOBTOPSIOIINECS
MONBITKA HAHECTH BpeJ camuM cede. Hanbonee yacto Habmo1aeTcst Kycanue ryo u

A3bIKa, MOXET OBITh KyCaHUE MaJbIEB PYK, @ TAKXKE JIPYTUX yacTeil Tena, ObIBAIOT
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MOMBITKY YAApUTh ce0s1 WK TPaBMUPOBATh CBOM II1a3a. MHoraa 00sbHbBIE KyCaloT U
NBITAIOTCS YAAPUTh OKPYKAIOUUX WA YHNOTPEOJSAI0T B peud OpaHHBIE CIIOBA.
AyToarpecCUBHOE MOBEICHUE TOSIBIICTCS B CPEIHEM B BO3pACTE MEXAY 1-M U 8-M
rOJIOM KU3HHU.

VY Bcex nereir ¢ CJIH umerorcs KOrHUTHBHBIE HapyweHus. B cpennem
ypoBeHb [Q mpu 3TOM 3a007€BaHUM COOTBETCTBYET JIETKOM WM yMEPEHHOU
CTEIICHH WHTEJUICKTYIbHOTO HENOPA3BUTHSA. Y HHUX OTHOCHUTEIIBHO XOpOIIas
namsTh U peudeBoe pa3zButue. OCOOCHHOCTBIO SIBISETCA BBIpAXCHHBIA aeuuut
AKTUBHOT'O BHUMAHHS.

Eme onnoit ocobennocteio CJIH sBnsiercss mouekucnas HedporaTus,
oOyCTOBJIEHHAsT TUMNEPHPOIYKIIMEH MOYEBOW KHUCIOTHI. YpaTHas HedponaTus
OOBIYHO BBISBJISIETCS B MEPBBIE T'OJBI KU3HU, YAaCTO OBIBAIOT AMHU30/bI MUKPO- U
MaKpOreMaTypuHu.

COOTBETCTBEHHO CTEIEHU OCTATOYHOM aKTUBHOCTH 3H3uMa ['OPT ycimoBHO
BbIIEIAOT 3 Qopmbl cuHapoma. Ilpu mnokazarene messine 1,5% pas3BuBaercs
MOJIHBIMA CIEKTP PacCTPOMCTB, BKIIOYAOMIAN TKEJIbIE HAPYLICHUS MTyPUHOBOIO
oOMEHa W HEBPOJOTUYECKHE CUMNTOMBI. 3HaueHue 1,5-8% COOTBETCTBYET MeHee
WHTEHCUBHBIM HEBPOJIOTHYECKUM MpPOsiBIIeHUsM, a ipu ypoBHe ['OPT 6onbie 8%
npeobsialaloT paccTpPocTBA OOMEHAa MOYEBOW KHUCIOTHI MPU HOPMaJIbHOM
dbynkunonupoanuu [{THC.

JAuarnocruka. Ilpy OMOXMMHYECKOM HCCIEJOBAHUU B KPOBHU OOJBHBIX
BBISIBIIIETCA BBICOKOE COJIEPKAHME MOYEBOM KHCIIOTBHI M IOBBILMICHHE 3KCKPELUU
ypaToB ¢ Mo4oil. Pe3ynbTaTsl METOIOB HEMPOBU3yAIU3AlUU - HeCIEHUPUUHBI. Y
HEKOTOPBIX OOJIbHBIX BBISIBIISIIM HErpyOO BhIpaKEHHbIE aTpoPuuecKre W3MEHEHUs
B TOJNYIIAPUSAX MO3ra, yMEHBIIEHHE 001ero odbeMa OOJBIIUX MOMyIIapuid U
o0beMa CTpYKTyp OazanbHbIX sanep. [Ipu mo3uTpoHHO-3MHCCHOHHON TOMOrpapuu
TOJIOBHOTO MO3Ta y BCEX OOJIbHBIX OMpEAesieTcs CHUKEHUE YPOBHA Jo(aMuHa,
aKTUBHOCTH (epMEeHTOB OumocuHTe3a godamMuHa W TOTpeOieHus aodamMuHa

KJIETKaMH 0a3aJIbHBIX AACP.
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[Tpu HaIMYMK XapaKTEPHOIO CUMIITOMOKOMILIEKCA AUArHO3 MOATBEPIKIAETCS
BbIsiBJIeHHMEM MyTauuu B reHe HPRTI1 ¢ momompio mpsiMoro aBTOMaTH4yeCcKOTO
CEKBEHUPOBAHUS KOJUpYIOLIEeH 00JacT reHa. J(MarHo3 Takke MOXKET ObITh
HOJTBEPXKIEH HCCleqoBaHEM akTuBHOCTH (epmeHta ['®PT B sputponuTax,
KyJibTypax ¢pudpobdracToB nin aumpo0OIacToB.

Jleuenune. Tepanus cunapoma Jlema - Halixana BKIIOYaIOT HOPMaJIU3ALUIO
YPOBHSI MOYEBOW KHUCIOTHl B KpOBH, NPO(QUIAKTUKY U JICYEHHE MOYEKAMEHHOU
007e3HM 1 ToAarpsl (y B3pOCIbIX) U KOPPEKIMIO HEBPOJIOTMUECKUX PACCTPOMCTB.

[TopnepxuBaromas Tepanusi HAYWHACTCA CO CIEHHAJIBbHOM JUEThl UL
OTrpaHUYEHMs IOCTYIUICHUS IIypUHOB B OpraHusMm. M3 paiuoHa HCKIIFOYArOTCS
MSICHBIE M PBIOHBIE OYJIbOHBI, KOMYEHOCTH, KOHCEPBBI, TaKX€ MallMeHTaM
3allpellleHo 1aBaTh 10K, Kode, cosneHble chlpbl. OCHOBY MUTAHUS COCTABISAIOT
OBOILIM, MOJIOYHBIE TPOAYKTHI, MPABUJIbHBI TUTHEBOH pPEXHUM (OTBAPHI
CYyXO(PYKTOB, IIEJIOYHbIE MUHEPATILHBIE BOJIBI).

C nenbro CHMKEHUS TUIIEPIPOLYKIIMHA MOYEBOM KUCIIOTBI, HAPSLY C JUETOM,
0onpHBIM ¢ CJIH Ha3Haual0T MeIMKaMEHTO3HBIN MTpenapar alyIonypHHOJ, KOTOPbII
SBJIIETCS. MHTMOMTOPOM  KCAaHTHMHOKCHUJA3bl M  MPEJOTBpAIlaeT  Mepexon
TMIOKCAaHTMHA B KCAaHTUH W OOpa3oBaHME W3 HEr0 MOYEBOM KHUCIOTBHI.
Pexomenayemas 103upoBKa AJUIOMYPHUHOJIA COCTABIISET OT 3,7 10 9,7 MI KT B CyTKH.
[Ipy HeoOXOaUMOCTH TPOBOAST HWHAMBUAYAIbHYIO KOPPEKIMIO J103bl, B
3aBUCUMOCTH OT Hajdu4Msi MOOOYHBIX JACUCTBUI mpemnapara U (HOpMUPOBAHUS
KCAHTHMHOBBIX KAMHEH B ITOYKaX.

Crenuguryeckass MEIMKaMEHTO3Hasi TEpanusi HEBPOJIOTMUECKUX HapYIIECHUM
JI0 HACTOSIIErO BPEMEHU HE pa3padoTaHa U HOCUT CUMIITOMATHYECKUN XapakTep.
JleueHne BKJIIOYAaET HA3HAYEHHE MIPENapaToB, YMEHBLIAIOIUX MbBIILECYHBINA
TUNEepTOHYyC, — OakiodeHa, OeH30/IMa3enuHoOB (auaszenam, kioHazenam). C 1enbro
YMEHBUIECHUSI TPOSBICHUNA ayTOArpecCHH, APYIHMX MOBEACHUYECKUX PACCTPOMCTB,

ACTIPCCCHUHU MHOI'd ITI0KAa3aHO HAa3HAYCHUC HCprOJIeHTHKOB N aHTUACIIPCCCAHTOB.
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§ 3.9 MYJIBTUCUCTEMHAS ATPO®UA (MULTIPLE SYSTEM

ATROPHY).
Mynerucuctemaas arpodus (MCA) - MemIeHHO mMporpeccupyroriee
HelipojiereHepaTuBHOE  3a00JeBaHUE,  XapaKTepu3ylolleecsl  COYCTaHHEM

BEr€TATUBHOM HEIOCTAaTOYHOCTH W PA3NUYHBIX JIBUTATEIbHBIX HApYyLICHH,
BKJIFOYAsl MAPKUHCOHU3M W/WJIM MO3)KEUKOBYIO aTaKCHIO B Ka4e€CTBE KITFOYEBBIX
MIPU3HAKOB, & TAKXKE JUCTOHUYECKHUE U MUPAMUIHBIE CUMIITOMBI.

Tepmun MCA BniepBbie 0b11 BBeZIeH B 1969 rony Graham u Oppenheimer auist
OOBEIUHEHUSI TpPEX paHee  OMNHUCAHHBIX  HEBPOJOTMYECKUX  COCTOSHMUI:
OJIUBOIOHTOLIEpeOeIusipHO  atpodun, cunapoma Illas - [peitmkepa u
CTPUATOHUTPAJILHOM JiereHepalnuu. B HacTosiee BpeMs Bce OHU paccMaTpUBAIOTCS
KaK KIIMHAYECKHUE BapUAHTHI OJTHOTO 3a00JI€BaHUsI, UMEIOIINE €IUHYIO STHOJIOTHIO,
MaToOreHe3 ¥ MOP(QOJIOTHIO, HO pa3IMYAIOIIUECs MPEUMYIIIECTBEHHON JTOKaIu3aluen
MOpakKeHUSI.

MCA - penkoe 3aboneBanue. [Ipeamonaraemasi cpemusisi 3a00JIeBa€MOCTb
coctasisier ot 0,6 no 0,7 cnyuaeB Ha 100 000 yenoek. Hauano 3aboneBaHust
OOBIYHO TIPUXOAMTCS HA IIECTOE JECATUIICTHE >KU3HU, U OHO B PAaBHOW CTENEHU
nopaxkaet o6a moja. CpeaHss MPOIOJKUTEILHOCTD KU3HA C MOMEHTA TIOSIBJICHUS
CUMITOMOB coOCTaByisieT or 6 1o 10 jer, mpu 3TOM JUIIb HEMHOTHUE MALIMEHTHI
JI0>KUBAIOT 10 15 1er.

Jdtuosnorua MCA 1o cux mop ocraercss HEM3BECTHOW. Yaie BCEro 3To
3a00JIeBaHUE CUHMTAIOT CIOPAIUYECKUM, OJIHAKO JIOCTOBEPHO M3BECTHO, YTO
myTarusi B reHe COQ2 (xkomupyromeMm (QEepMEeHT, y4acTBYIOIIMM B CHHTE3€
kodpepmenta Q10) ¢ ayTOCOMHO-JOMHUHAHTHBIM M ayTOCOMHO-PEIIECCUBHBIM
TUTIaMU HACJIeIOBaHUs ObLTa 3apeTUCTPUPOBaHa y arueHToB u B EBporie, u B A3un,
a TaKKe B CIOPATUYCCKUX CITydasix 3a00JIEBaHMS U HA CETOIHSIITHUN JICHB SIBISIETCS

€IMHCTBEHHOM MIEHTU(PUIIMPOBAHHON TpUUUHON MOHOTeHHO MCA.

127



ITaTorene3. HecMotps Ha To, uTo naroreHe3 MCA ocTaercsi B 3HaUUTEILHON
CTEIIEHH HEU3BECTHBIM, CYMTAETCA, YTO HAKOIICHHE HEMPABUIBHO CBEPHYTOIO O.-
cuHykJienHa (0-Syn) wurpaer BeOylIyl0 pOJib B Pa3BUTHUU 3a00JICBaHUSI.
Makpockonmueckn MCA xapakTepusyercss aHOMaJIbHbIM HAKOIUIEHHEM 0-Syn B
LHUTOIUIa3ME  OJUTOJAEHAPOLUMTOB, B  TaK  HAa3blBAEMbIX  TIJIMAJIbHBIX
IIUTOTUIa3MAaTHIECKUX BKIIIOUCHUSIX, 9To oTiimdaeT MCA ot 6one3nu [lapkuncoHa,
Ipyu KOTOpOH «-Syn HakaljuBaeTcs NPEUMYIIECTBEHHO B HeMpoHax, oOpasys
tenbua JleBu. JlaHHoe HakomieHue B osmroaeHapouutax npu MCA moxer
WHIYIIUPOBATh MX AUCHYHKIUIO, TPUBOMASAIIYI0O K CHUXKEHUIO TpPOMUKH, HUX
MOBPEXKJICHUIO U IEMUEIMHU3AIMH aKCOHOB LIECHTPAJIbHON HEPBHOW CHCTEMBI.

Kaunnka. N. Quinn (1989) BnepBbie mpeuiokuia HAOOP TUArHOCTUICCKUX
KPUTEPHUEB U BBIJCIWI JIBa MOTOPHBIX Nojrumna: nmapkuHconnueckuit (MCA-II) u
M03keukoBbIii (MCA-M), KOTOpbIe CBSI3aHbl C MOpPaXEHUEM JU0O0 OazaibHBIX
TaHTJIMEB (cTpuaroHUrpagbHas JereHepanus), 1m0 MO3XKEUKa
(onuBomnoHTOLEpeOesipHas arpodust). B Hacrosmee Bpemst cunapom Illas -
Hpenimxepa, MOJPa3yMEBAIOIINI MPOTPECCUPYIONUTY IO BET€TATUBHYIO
HEJIOCTaTOYHOCTh, OTJEIbHO HE BBIIAECISAETCA, YUYUTHIBAs, YTO BErETAaTHUBHbBIC
HapyLIEHUs IPUCYTCTBYIOT B JIFOOOU U3 QPopM.

I[BHF&TCJ'H::HBI@ IIPOABJICHUA.

MCA-II vame 1e6r0TUPYET CUMMETPUYHO (HE TPOXOIUT TUNTUYHYO Jyutst BIT
CTaIMI0 TEMUIIAPKUHCOHU3MA). Y OOJBIIMHCTBA OOJBHBIX OTMEUYAETCA TPEMOP, HO
KJIACCUYECKUM TpemMop Tokosi Habmomaercs Toibko B 10% cmydaeB. Yacto
BBISIBIISIETCS. UPPETYJISIPHBIN MOCTYPAIbHO-KUHETUYECKUNA TPEMOP, BO3HHUKAOIINN
BCJICZICTBUE HAJOXKEHUS Ha JPOXKATEIbHBIA THIEPKUHE3 JETKUX MUOKIOHUYECKHUX
MOAEPTrUBaHUM MAJBILIEB (MUOKIOHUYECKHUI TPEMODP).

XapakTepHO OTCYTCTBHE ycTOoWuuMBOro 3ddexkra aopaMUHEPIHUECKUX
npenapatoB. I[lapkunconnsm npu MCA B yacTh ciaydaeB CONPOBOXKAACTCS
JUCTOHUYECKUMH (PEHOMEHAMU YK€ C caMOro Hauaja 0oJIe3HU. ITO MOXKET ObITh

TOPTUKOJLIINC, q)OKaJ'IBHaH JUCTOHUA B KOHCYHOCTAAX, opoq)aunaanaﬂ JUCKHWHE3UA.
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ITpu Ha3HaueHUM mpenapaToB JIEBOAOIBI 3TU AUCTOHUYECKHE (DEHOMEHBI OOBIUHO
YCUJIMBAIOTCS, B TO BPEMS KaK CUMIITOMBI IAPKUHCOHU3MA HE YMEHBIIAIOTCS.

[Tpu Mo3zxkeukoBom Tune MCA MO3:KEYKOBBIE PacCTPOMCTBA Pa3BUBAIOTCS
NapaJyIebHO C MAPKMHCOHU3MOM, HO OHU 4YacTO CKpPBIBAKOTCSA 3a BBIPAKEHHOMN
PUTHIHOCTBIO M aKHHE3WEW, YTO 3aTPyIHSET UX AMArHOCTUKY. CaMbIM YacTbIM
PU3HAKOM CUUTAETCSA aTaKCUsl XOAbObI, MPOSBISIONIASACS YBETUUCHHEM TUIOLIAAN
OTopHI (IIMpOKas MocTaHOBKa cToll). [locTypanbHble HAPYIIEHUS JONOJHUTEIBHO
3aTPYIHSIOT X0Ab0y. Y monoBuHbI 601pHEIX MCA nMeeTcst HOCTypaibHBIN TPEMOP
B KOHEYHOCTSIX, YCHJIMBAIOIIMMNCA NpH NPUOIMKEHMM K Leau. B HeKoTopbix
cllydasx B Hauase 3a00JeBaHus IPU3HAKU TOPAKEHUS MO3KEUKa JOCTaATOUYHO YETKO
BBIPDAXKEHBI, a 3aT€M YracarT IO MEpe HapacTaHus NapKUHCOHW3Ma. Peup y
nanueHToB ¢ MCA 4JacTo uMeeT CKaHIMPOBaHHBIM U CMa3aHHbIN Xxapakrep. Kpome
TOro, K OTOMY IIPUCOCIUHSIOTCS  MOHOTOHHOCTb, 3aMEUIEHHOCTh W
MIPUTIYIIEHHOCTD IOJIOCA.

IIupamuaHas CUMITOMAaTHKa 4Yalle BCETO MPOSABIETCA Pa3BUTHEM
NCeBI00YILOAPHOTO CUHAPOMA, OXKUBJIEHUEM TIIyOOKHX PEQIIEKCOB U HATUYUEM
IIaTOJIOTUYECKUX KUCTEBBIX U CTONHBIX 3HAKOB. IIpu 5TOM pa3BuTHE BBIpaKECHHBIX
Iape30B COBEPILIEHHO HEXAPAKTEPHO.

HemoTopHBIE NPOSIBIIEHUS.

PaHHsIs m TspKennasgs BereTaTMBHAs HENOCTATOYHOCTB SIBISIETCS KIIFOYEBOM
ocobeHHocTbio MCA, npu 3ToM HauOoJiee YacToO MOPAKAIOTCS MOYENOJIOBask U
CepACUYHO-COCYIUCTasi CUCTEMbI. DPEKTUIIbHAS AUC(YHKIIMS OOBIYHO BO3HUKAET B
Havane 3aboyieBaHus y MYX4uuH. HapymieHuss MouencrnyckaHUs BKIIIOYAIOT
YYallleHHOE U HEOTJOKHOE MOYEHCIyCKaHue, HeAep>KaHWe MOYMU IpHU MO3bIBAX,
HOYHOE MOYEHCITYCKaHUE U, PEXKE, HEMOJIHOE OMOPOKHEHHE MOUYEBOI0 My3bIps. [Ipn
HTOM HapyUIEHUS MOYEHCITYyCKaHUsl 00YyCIOBIEHBl U3MEHEHUAMHU NepudepudecKon
U IEHTPAJbHON WHHEpPBAIlMM MOYEBOTO TY3bIpS C Y4YacTUEM KpECTLOBBIX
BEreTaTUBHBIX SAep, Takux Kak sapo OnHyda, ¥ MOCTOBBIX ILIEHT pOB

MOYCHUCITYCKaHUs.
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Tsokemast oprocTraTHdecKkas THIIOTEH3Ms, OIpeleseMas KaK CHHUKECHHE
apTepuanbHOro nasiieHus Ha 30 MM pT. CT. CUCTOJIMYECKOIO WM 15 MM pT. CT.
JUACTOJINYECKOr0 B T€YEHUE 3 MHUHYT IOCIE IMACCUBHOIO MOJBEMA T'OJIOBBI HWIIA
BCTaBaHMUS W3 IIOJIOKCHMS JIEKA, SIBISETCS OCHOBHBIM IIPU3HAKOM CEpPIEYHO-
COCYIUCTOM BEreTaTUBHOM HEAOCTATOYHOCTH IPU KIMHUYECKH YCTAaHOBJIECHHOMN
MCA. Ona nposiBisieTcs B BUJI€ pEUUIUBUPYIOIIMX 0OMOPOKOB, TOJIOBOKPYKEHUS,
cJ1a00CTH, TOUIHOTBI, TPEMOPA, FOJIOBHON OOIM WU «00JU B 00JIACTH LIEH U IIJIEY»
(6onmp B oOsacTw mIeW W TUIeY) MPU BCTaBaHWUHM, HO MOXKET TaKKe MPOTEKATh
oeccumnTomMHo. OprocTatuyeckass THUIIOTEH3US TMOSBISAETCS B  pe3yibTare
JIereHepalid BEreTaTUBHBIX SAAEP CTBOJA TOJOBHOIO MO3ra, IpyJaHOro OTAENa
OOKOBOI'0 TPOMEKYTOYHOTO CTOJI0a CHMHHOIO MO3ra, CUMIIATHYECKUX TaHTJIUEB U
B MEHBUIEH CTEIEHU MOCTTaHITIMOHAPHBIX BOJIOKOH.

OgHuM M3 YacThIX MPOSIBICHUM 3a00J€BaHUA SBISETCS WHCIUPATOPHBIN
CTPUAOP, KOTOPBIM CBA3aH C PA3BUTHEM JUCTOHWUU TOJIOCOBBIX CBSI30K WU
YACTUYHBIM IApPE30M MBI TOPTAaHU, YTO MOXKET CIIOCOOCTBOBAaTh AC(UKCHUU.
[IepBBIM NMPHU3HAKOM 3TOTO OCJIOKHEHHSI SIBIIIETCS BO3HUKAKOUIMN BO BPEMS CHA
IPOMKHMN MHCIUPATOPHBIN CTpUAOp. BriocimencTtBuu npucoeauHseTcs yaylbe BO
cHe. C nporpeccupoBaHuEM 0O0JIE3HU CTPHUIOP U OJIBIIIKA CTAHOBATCS IOCTOSIHHBIMU
U TPUCYTCTBYIOT Kak BO BpeMs CHa, Tak U B mnepuoia OoapcTBoBaHus. Jlms
CBOEBPEMEHHOM TUAarHOCTHKH 3TOTO pacCTPONCTBA HEOOXOAUMA JTAPUHTOCKOIHSI.

Jist MCA xapakTepHbl Takk€ KOTHUTHBHBIE M a()PEKTUBHBIE HAPYIICHHUS.
HecMoTpst Ha TO, YTO IEMEHIIMS CUMTAETCS UCKIIOYAOIMM Mpu3HakoMm npu MCA,
clieqyeT TOMHUTh O TOM, 4T0 Yy 1/3 manueHTOB HAOMIOJACTCsI YMEPEHHO
BBIPAKEHHOE CHI)KEHHE KOTHUTHBHBIX (DYHKUMH, KaKk MpaBuiio, Jo0Horo tumna. Ha
no3gHux craauax y 4,5% NanueHTOB BO3MOYKHO pa3BUTHE AEMEHLUHU, YTO HE
JOJDKHO HCKIodarh auarHo3 MCA 1npu  yclnoBUM MEIJIEHHOTO  TEMIIA
nporpeccupoBanus. Cpeau sMouMoHanbHbIX HapymeHnd npu MCA BcTpedaroTcs
JENIPECCHsl, TPEBOKHOCTb W TIAHWYECKUE aTaKd, KOTOpPbIE MOIYT OKa3bIBaTh

CYHMICCTBCHHOC BJIMUAHHUC Ha XU3HCACATCILHOCTD OOJIBHOIO M HYXIAl0TCA B
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CBOCBpCMCHHOﬁ JHUAarHoCTHUKE 141 KOPPCKIHU. MyJII)TI/II[I/ICHI/IHHI/IHapHBIC

nposiBienrst MCA mipeicTaBieHbl Ha PUCYHKE.
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Puc.8. Myremuoucyunnunapnuie nposienenuss MCA Hem. Fanciulli, Alessandra, and
Gregor K. Wenning. “Multiple-system atrophy. ” New England Journal of Medicine,
2015.

JIunarnocTuka. OCHOBHBIM MeTOJOM aAuarHoctuku MCA  sBiseTcs
MarHuTHo-pe3oHaHcHass ToMmorpadus (MPT) romoBHoro mosra. Hecmotps Ha
OTCYTCTBHE CTPOrO CHEHU(PHUUHBIX NPU3HAKOB, HEUPOBHU3yaTU3aLMOHHBIC
METOJMKHA MOTYT OBITh BECbMa MOJIE3HBIMU NPpHU AU PepeHInanbHON TUarHOCTUKE.

VY nanuentoB ¢ MCA BbIABISIFOTCS aTpO(Us 4epBsl U MONTYIIAPUI MO3KEUKa,
MocTa (0COOEHHO HMKHEW TOJIOBUHBI €70 OCHOBAHUS ), CPETHUX HOKEK MO3KEUKa U
CKOpJIYIIBI, a TaKX€ KoMreHcaTtopHoe paciupenue [V xenynouka. [Ipuy MCA-M Ha
aKCHaNTbHBIX cpe3ax MocTa B pexkuMax T2 u FLAIR mosxer HabmonaTbes “cuMnTom

erCTa” B BUAC COUYCTAHUS ITOJIOCKU IMOBBIIICHHOT'O CUT'HAJIA OT ACTCHCPHUPYIOIIUX
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MONEPEYHBIX BOJOKOH MOCTa C IMEPIEHANKYISPHON MOJOCKOW OT BOJOKOH IIIBa.
[Ipu MCA-II B T2-pexxume OTMEUaeTCs XapaKTEpPHOE CHIKEHHE CUTHaida OT
CKOPJIYTIbI, a Takke (OPMUPOBAHKE MOJIOCKU TUIIEPUHTEHCUBHOTO CHUTHAJA IO €€
JopcoyiaTepajbHOMY Kpar — TMpHU3HAK, Bbicokocneuuduunbii nuss MCA, HO
UMEIOLINICS Yy HEOOJIBIIOr0 YHWCiIa MalueHToB. KpoMe CTaHIapTHBIX PEXHMOB
UHTEPECHBIC JaHHBIC TIOJYUYEHBI MPH MCIOIb30BaHUU UG (HY3MOHHO-B3BEIICHHBIX
M300pKEHUI: BBISIBJICH TAaKOW XapaKTepHBIM I 3a0o0JieBaHMS MPU3HAK, KaK
noBbilIeHHe Ko unnenta AU py3un B CKOPIYIE U CPEIHUX HOKKAX MO3KEUKA,
4TO HaONIoJaeTcs YXKE Ha paHHUX CTaauax 3a00JeBaHMs U IO3BOJISIET

muddepennupoBate MCA ¢ BII u nporpeccupyronm HaabsIEPHBIM IMapaTudoM.

Puc. 9. Cumnmom «xpecma» na MPT.

Juarno3z MCA cnenyet paccMaTpuBarh y Jull B Bo3pacte 30 JieT u cTapiie, y
KOTOPBIX HAOJIOJAeTCsl CIOPaJInYecKoe Hayalo M MPOTrpeccUpyroniee yXyIIIeHne

HEBPOJIOTUUECKUX (PYHKIIMM, XapaKTepu3ylolleecss COYeTaHUEeM BEereTaTUBHOMU
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TUCPYHKIIMM, MAPKUHCOHMU3MA U/WIIM MO3KEYKOBOM atakcuu. CreyeT OTMETUTb,
YTO BereTaTWBHAs TUCPYHKIUS MOKET MPOSBISATHCS 3a TOJLI JO TOSBICHUS
MO3KE€YKOBBIX I NAPKUHCOHUYECKUX CUMIITOMOB.

Pa3zHooOpa3ue  KIMHUYECKUX  MPOSIBJICHUN  OMNpeaeseT  CIOXHOCThb
nuarnoctuku MCA.

['eteporeHHpli W BapuaOeNbHBIA XapakTep KIMHUYECKUX MPOSIBICHUN
co3faeT TpyaHocTu B TouHou auarHoctuke MCA. B cBs3u ¢ atum B 2022 MDS
ObUTM TIpEIUIOKEHbl JuarHoctuueckue kputepun MCA, cOrIacHO KOTOPBIM
BBIJICJISIIOT KJIIMHUYECKU JIOCTOBEPHYIO W KIMHM4YECKH BeposTHyro MCA. Xots
kputrepun MJIC oOecrieunBaroT KIMHUYECKYIO OCHOBY i auarHocTuku MCA,
MOTYT BO3HUKATh CUTYalluH, KOTa JUArHOCTUKA OCTAETCA 3aTPYAHUTEIIHHOM.

Jleuenue. OddextupHoro mnedenus MCA Ha CErOIHSAIIHMK JCHL HE
cymiectByeT. OCHOBHBIE HAy4YHbIE HAINPABJICHHS, HA KOTOPHIE BO3JIArarOTCs
ONPEAECICHHBIC HAACKIbl, BKIIOYAIOT WMMYHHU3ALWIO, TPAHCIUIAHTALUIO U
UTOTEPATHIO.

B knuHHYeCKOW NpPaKTUKE MPUMEHAECTCS CUMNOTOMATUYECKHM MOIXOH U
OPTaHU3yEeTCS COOTBETCTBYIOIIMK YXO/I 3a MAllUCHTAMU:

1. Koppekiusa cMMITOMOB MapKUHCOHHM3Ma OCYIIECTBIISIETCA MpenapaTamMmu
neBojonbl M uHruoOuTopamu MAO-b, KOTOphIe, K COXAaJCHHIO, HE OKa3bIBAIOT
)enaemoro 3 dekra. IlepenocumocTs neBogomnsl y nanueHToB ¢ MCA xyxe, yeM
npu bII, paHpmie W 4yame BO3HUKAKOT JWCKUHE3WHM, PE3KO YCHIMBAETCA
OPTOCTATUYECKAS TUIIOTEH3MSI, TOITHOTA.

2.  Koppekuust oprocratuueckot runorendun (OI') mpoucxogut
MOCPEACTBOM  JIGKAPCTBEHHBIX  MpernaparoB  (MUAOJAPUHA  THUIPOXJIOPHI,
NUPUAOCTUTMUHA  Opomup,  (QIyApOKOPTH30H) U HEMEIUKAMEHTO3HBIX
pekomeHaanui (pe3ko He BCTaBaTh, MPUHUMATH MHUILY YacTbIMU MaJIeHbKUMHU
MOPUHUSIMHU, JIEKATh MOCJIE TpUeMa MHUIIM WIM JIEKAPCTB, JOITO HE CTOSTh,
bu3nYecKkue yHpaKHEHUsI CTapaThCsl AeNaTh CHIS, a TaKXKe CHUIS MOYHUTHCH,
NPUHUMATh JyII W BBITUPATHCS, CIHATh TMOJYCH[sA, H30eraTh >Kapbl, HOCUTH

XUPYPTHUICCKUC TOJACPIKUBAIOIINUC TYJIKW UJIN 3JIACTUYIHBIC 6I/IHTI)I).
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3. HeiiporenHple HapylIEHHUs] MOYEHUCIYCKaHWsS B BHJAE HMMIEPATUBHBIX
MTO3bIBOB Jeqarcs XOJINHOJIUTUKAMHU (dpuntan), TPULHUKINYECKUMHU
aHTUJICTIPECCAHTAMU, TOATEPOAUHOM. [Ipu 3aTpyIHEHHOM MOYEHUCITYCKAaHUU U
3aIep’)KKE  MOYM, HANpOTUB, CJIEAYEeT OTMEHUTh BCE IMpPEmaparbl C
XOJMUHOJIUTHYECKUM J(PGEeKToOM M Ha3HAYUTh Tepamuio Ojokaropamu ol-
aJpEeHOPELENTOPOB, HAMPUMEpP TaMCYJIO3MHOM WA XOJUHOMHUMETUYECKUMU
npenaparamu (aleKIUANH, aMUPUANH, IPO3epuH U 1p.). HeoOXoammMo moMHUTS,
yTO TmpemnapaTel ATUX Tpynn wmoryT ycwiuth OI. ITlpu HespdexTuBHOCTH
MEJIMKAMEHTO3HON Tepanuu MPUMEHSETCS MNEPUOINYECKas WM TOCTOSIHHAs
KaTeTEepU3alsl MOYEBOTO My3bIpS I OTBEICHHS MOYM U MPEAOTBPAIICHUS
pa3Butusa uHbeknuu. [losBneHue nepBbIX NPU3HAKOB pa3BUBarOIIEHCS UHGEKIUN
TpeOyeT Ha3HAUCHUS aHTUOAKTEPUATILHOM TepaIiuu.

4. Ha pa3BepHYTBHIX cTaausx 3a00J€BaHMUS BO3HUKAET HEOOXOIUMOCTH B
KOPPEKIINH JbIXaTEIbHBIX U KETyI0YHO-KUIIICUHBIX HAPYIICHUH, TpoPuIakTUKe 1
JeYeHUN HMHQPEKIIMOHHBIX OCJIOXXHEHUU (TTHEBMOHUM, BOCXOJSAIIUX HHQPEKIUN
MOYEBBIJICTUTEIBLHON CUCTEMBI, TTPOJICIKHEM ).

K coxarnenuto, Ha JaHHBI MOMEHT, HECMOTpPSI HA aKTUBHBIA HAYYHBIN TTOUCK,
HEe pa3paboTraHo HPDHEKTUBHON HEUPONPOTEKTOPHOM Tepamuu, CHOCOOHOM
3aTOPMO3UTh pPa3BUTHE HEUpOJETreHepallnii, HO aJIeKBaTHOE U CBOECBPEMEHHO
MIPOBOJIUMOE CHUMITTOMATHYECKOE JICUCHUE MOXKET MPOJJIUThH KU3Hb OOJBHOTO U

YIIYYIIUTh €€ Ka4eCTBO.
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BbIBO/IbI:

1. TunepkuHE3sl TPEACTABIAIOT COOOW KIMHHYECKH W TATOTCHETUYECKU
TETEPOTCHHYI0 TPYIIy AKCTPAUPAMHUIAHBIX  PACCTPONCTB, BO3HUKAIOIIMX
BCJICICTBHE HapylieHuss (QYHKIMOHUPOBAaHUS Oa3albHBIX TaHTIUEB, TajlaMo-
KOPTHUKAIBHBIX, MO3KEUYKOBO-KOPTHUKAIBHBIX U CTBOJIOBBIX HEHPOHAIBHBIX CETEH.

2. OCHOBHBIMHU KIIMHUYECKUMH (DOpMaMU THIIEPKUHE30B SBIISIOTCS TPEMOD,
JTUCTOHUS, XOpesi, areTo3, 0aum3M, MUOKJIOHYC, THKH, NUCKHHE3WH, KaXIas U3
KOTOPBIX MUMEET XapakTepHbIe (HEHOMEHOJIOTHYECKHE OCOOCHHOCTH, YTO TpeOyeT
TIIATEIBHONU CHHIPOMOJIOTHYECKOM OLIEHKU MIPU HEBPOJIOTHYECKOM OCMOTPE.

3. luddepennmanbHas TuarHoCTUKa THIEPKUHE30B JOJKHA 0a3MpOBaTHCA
Ha aHAJIM3e XapakTepa JBWKCHHS, YCIOBHM €r0 BOSHUKHOBEHUS, CBS3U C IMO30U U
JEUCTBUEM, TeMIa, PUTMHUYHOCTH, CTEPEOTUITHOCTHU, BO3MOXXHOCTHU BOJIEBOTO
MOMABJICHHUS, a TakKKe HaJIWYWAS COIMYTCTBYIOIIMX  HEBPOJOTHYECKUX U
COMATHYECKUX CUMITTOMOB.

4. CyniecTBeHHOE 3HAUCHHE B KIIMHUYECKON MPAKTUKE UMEET pa3rpaHuuCHHE
MEePBUYHBIX (MIUOMATHICCKUX, TCHETHUECKH JIETCPMUHUPOBAHHBIX) M BTOPUYHBIX
(cocyauCThIX, METa0OJIMYECKHX, TOKCHYECKUX, JIEKAPCTBEHHO-UHAYIIMPOBAHHBIX,
MH(DEKITMOHHBIX, Ay TOMMMYHHBIX, ITOCTTPaBMAaTUYECKKX ) (hOpPM TUTIEPKUHE30B.

5. CoBpeMeHHBIC METOJbI JUATHOCTUKH THICPKUHETHYCCKUX CHHIAPOMOB
BKJIFOYAIOT KJIMHUYECKUU aHajIu3 JABUTATEIbHOTO (PeHOMeHa, BuIe0o(hHUKCAIIHIO,
HEWPOBU3yATU3ALINIO, anekTposHuedanorpaduro, 3JIEKTpOMHUOTpadHIO,
JabopaTopHble M METAa0OTUYECKHE HCCIEAOBAHMS, MOJICKYJISPHO-TEHETUYECKYIO
JUATHOCTHKY, YTO TTO3BOJISIET TOBBICUTh TOYHOCTH HO30JIOTHYECKOM BEpU(UKAIIHH.

6. Jlms MarucTpoB-HEBPOJIOTOB OCBOEHHE TEMbI THIICPKHHE30B HMEET
KJIF0UEBOE 3HAUCHUE, TTOCKOJIbKY (POPMUPYET KIMHUYECKOE MBIIIJIEHHE B 00JaCTH
JBUTATEIBHBIX ~ PACCTPOWMCTB,  pa3BHUBACT  HABBIKM  CHHAPOMOJIOTHYCCKOU
JTUArHOCTUKH W TIO3BOJISICT TPUMCHATh COBPEMEHHBIC aJITOPUTMBI BEICHUS

MALMEHTOB C YKCTPAMPaMUIHOMN MAaTOJIOTUEN.

135



KOHTPOJIBHBIE BOITPOCHI:

1.  YrTo moHMUMAIOT MOJ SKCTPATUPAMHUIHON CUCTEMOMN?

2. Kaxkue cTpyKTyphl BXOJAT B COCTaB Oa3aJIbHBIX TaHTJIMEB?

3. Uto Takoe runepkuHe3?

4, Kaxkwue ¢hopmMbl THIIEPKUHE30B BBIACISIIOTCS B KIIMHUYECKON HEBPOJIOTHUN?

5. Uewm Tpemop OTIAMYAETCS OT MUOKJIOHYyCa?

6. Kakue kIMHIYECKUE PU3HAKHA XapaKTEePHBI ISl TUCTOHUH?

7. B dem ocobeHHOCTH XOpeu?

8. KaxoBbl OCHOBHBIE PU3HAKH aTETO3a?

9. Yro Takoe THMKH M KaKOBBI NX KJIIMHUYECKHE OCOOCHHOCTH?

10. Korma cnemyeT momo3peBaTh HACICACTBEHHBIN THUINCPKUHETUUCCKUN
CUHIIPOM?

11. Kaxkosa pons O3 B TMarHoCTUKE TUTIEPKUHE3Z0B?

12. Kaxkosa poss OMI B orieHKe MUOKITOHYCA?

13. B kaxux ciygasx nmokazana MPT romnoBHoro mosra?

14. Korma ciiemyer HalpaBlIATh NAIMEHTa Ha TeHETHYEeCKOoe 00ciie1oBaHue?

15. Korga npumensieTcst 00Ty IMHOTEpanus?

16. KakoBbl OCHOBHBIC NPHHIUIIEI TIEPCOHATM3UPOBAHHOTO TOAXOAa K

JICYEHUIO TUIIEPKUHETUYECKUX PACCTPOUCTB?

HNPAKTUYECKHUE HABBIKH, KOTOPBIE JOJI’KEH OCBOUTbH

MATI'HCTP-HEBPOJIOT'

1. ITpoBOANTH CUHAPOMOIOTHYECKYIO OLICHKY TUIIEPKUHE3A.

2. MuddepenmpoBath TpeMOp, TUCTOHUIO, XOPEIO, MUOKIIOHYC, TUKH, 0aIi3M.

3. BBIABIATE «KpPaCHBIC (I)J'IaFI/I)) BTOPHUYHBIX M HACJICACTBCHHBIX I'HIICPKHUHC30B.

4. ®opMHUPOBATH AITOPUTM JOTIOJHUTEIIBHOTO 00CIIeIOBAHMUS.

5. Onpenenars NoKa3aHus K:

20I'; OMI'; MPT; reHeTnyeckoMy 00CiIeI0BaHUIO; OOTYIMHOTEPATTHH.

6. CocTaBIsATh NEPCOHATM3UPOBAHHBIN TIJIaH BEJACHUS NALIMEHTA.
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TECTOBBIE 3AIAHUSA

Tect 1

Kakoii U3 mepe4yucIeHHbIX T'MIIEPKHHE30B XapaKTepu3yeTcsi PUTMUYHBIMHU
K0J1€0aTeJLHLIMH ABUKEHUAMU ?

A. Xopes

B. Incronus

C. Tpemop

D. Muoxkiionyc

Tect 2

JLJIA 1MCTOHUN HanboJIee XapAKTEePHO:

A. KpaTkoBpeMeHHbIE HEPUTMHUYHBIE OAEPTUBAHUS MBIIIIL]

B. YcToituuBbie WM HHTEPMUTTUPYIOIIAE MBIIICUYHBIE COKPAIIECHUS, TPUBOISIINE
K MaTOJIOTUYECKHUM I103aM

C. beicTpbie OecriopsA0UHbIC TBH)KCHHS B JUCTATBHBIX OTJIeNIaX KOHEUYHOCTEH

D. PurMuuHbIe IBHKEHUS B ITIOKOC

Tect 3

Hauno0osee THIMYHON NPUYMHOM reMu0ANIN3MA SABJISIETCH MOPAKEHHUeE:
A. YepHoil cyOcTaHIIMU

B. CyOranamuueckoro siapa

C. XBocraroro sjpa

D. Mo3xeuka

Tect 4

Kakoii runepkuHes 4aiie BCero MOKH0 BpeMeHHO NMOJAABUTh YCUJIUEM BOJIU?
A. MuokJionyc

B. bamnmuszm

C. Tukn

D. Atero3

Tect 5

Kakoii meron HamOoJiee MH(OpPMATHBEH IS NMOATBEPKAEHHUS KOPKOBOIO
MHOKJIOHYCca?

A. Pentrenorpagus uepena

B. Dnekrpomuorpadus 1 BbI3BaHHBIE TOTEHIIUAIIBI

C. Dxoanuedanorpadus

D. CnupomeTtpus

Tect 6

Jloist Xopen HanboJIee XapaKTepPHbI:

A. MenneHHbIC YepBEOOpa3HbIC ABMIKCHHS

B. beicTpsle, HeperyJsipHbIe, KTaHLYIOIINE)» JBUKECHUS
C. PutMu4uHBIe IBHKEHUS C TIOCTOSIHHON Y4acTOTOM
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D. CTCpCOTI/IHHBIe BOKaJIW3all1

Tect 7

JcCeHIMANIbHBIH TPEMOP Yallle BCero OTHOCUTCSH K:
A. Tpemopy nokos

B. HTEeHIMOHHOMY TpeMOpy

C. IlocTypanbHO-KUHETUYECKOMY TPEMOPY

D. PyGpansHOMY TpeMopy

Tect 8

Kaxkoii u3 nepeuncjieHHbIX THIIEPKUHE30B HauloJIee XapaKkTepeH AJs 00J1e3HH
I'enTunrrona?

A. Jluctonus

B. Xopes

C. Tpemop noxos

D. Tuku

Tect 9

OCHOBHBIM METOA0M JIOKAJIbHOU Tepanuu GoKaJIbHONU IMCTOHNM SBJISIETCH:
A. Banernpoat HaTpus

B. borynuHorepanus

C. Kapbamazenun

D. lN'anoniepuion

Tect 10

Kakoii npusHak Han0oJiee XapaKkTepeH 1Jisi MUOKJIOHYca?
A. MenneHHOe BBIKPYYMBAaHUE KOHEYHOCTH

B. Kparkue BHe3aMHbIE MBIIIEYHBIE COKPAILICHUS

C. PutmuuHO€E apoxkaHue B IOKOE

D. JlnuTenbHas maTojioruyeckas mo3a

Tect 11

Kakoii u3 mnepeuncjieHHBIX THIEPKHHE30B 4Yallle CBA3aH C MOpPaskeHHeM
0a3aJIbHBIX FAHIJIHEB M HAPYLIEHUEM 10 aMHUHEPTrUYecKOi peryasauuu?

A. Xopes

B. Artakcus

C. Ilepudepudeckuii TpemMop

D. ®acuukynsunu

Tect 12

Jliia aTteTo3a HauboJIee XapaKTepPHbI:

A. BricTpble OPOCKOBBIE ABHUKECHUS

B. Meniennbie uepBeoOpa3Hble IBIKEHUS TAIbIIEB U KUCTEH
C. KpaTkue renepanu3oBaHHbIE TOAEPTUBAHUS
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D. PutMuuHOE IpOKAHUE TOJIOBBI

Tect 13

Kakoii meTon HauboJiee BakeH I MCKJIKYEHUS CTPYKTYPHOTO MOPAKEHUS
r0JI0BHOT'0 MO3ra NPH BTOPUYHBIX THIIEPKUHE3aX?

A. Y3U muToBUIHOM KeJIe3E]

B. MPT ronoBHOro Mo3sra

C. OKTI

D. ®I'JIC

Tect 14

Kaxkoii runepkuHes 4yamie yCHJINBAETCH MPH HeJEHANPABJICHHOM JBUKEHUH U
NPUOJTHKEHNH K HeJIu?

A. TpeMop nokos

B. UHTEeHUIMOHHBIN TpeMOP

C. Tuxku

D. bannmusm

Tect 15

YT0 U3 nepevYrucIeHHOr0 OTHOCUTCH K BTOPUYHBIM rHIIepKUHe3aM?
A. NUnnonarndeckas reHepaan30BaHHas TUCTOHUS

B. DcceHumanbHbIi TpeMop

C. JlekapCTBEHHO-UHIYIIUPOBAHHAS IUCKUHE3US

D. [lepBuuHble THKH

CUTYALIMOHHBIE 3ATAYA

3apaua Nel

VY nanuenTa 62 jieT BHE3aHO MOSBUIMCH IPyOble pa3MalluCThie TBUKEHUS B
JIeBbIX KOHEYHOCTsX. [10 JTaHHBIM aHaMHe3a - IepEeHECEHHBIN UHCYJIBT.

Bormpoc: Kakoii runepkunes Hanbosee BeposiTeH?

3agaua Ne2

Y Mosiof0il KEHIIMHBI OTMEUAIOTCS MOBTOPSIOLIMECS MOBOPOTHI T'OJIOBBI
BIIPABO, YCUJIMBAIOIIMECS MPU SMOLIMOHAIbBHOM HANPsHKEHUU.

Bomnpoc: Kakoii cuaapom Hanbosiee BeposiTeH?

3agaua Ne3

VY monapocTka HaOII0IaF0TCS MHOKECTBEHHBIC JBUTAaTEIIbHBIC TTOAEPTHBAHUS
JUlla W IUIEYEBOTO TOsica, NEPUOJUYECKH MPUCOCAUHSIOTCS BOKAJIM3AIUU.
CHUMITOMBI YACTUYHO MOJABIISIOTCS YCUIUEM BOJIU.

Bonpoc: Kakoii nuarnos Hanbosee BeposiTeH?
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3amaua Ne4.

VY pebEnka oTMedaroTCs OBICTPBIC, HEOKUTAHHBIC, PA3MAIITUCTHIC BUKCHUS,
coBepIaeMble 6€3 HaAPsHKSHUS U JIMIIEHHBIE CTEPEOTUITHOCTH. B HUX MPUHUMAIOT
y4acTHE MBIIIIBI JTUIA U KOHEYHOCTEH. MBIIIEYHBI TOHYC CHUYKEH.

1. Kak Ha3bpIBaeTCA TUI HAPYIICHUS JBUKCHUN?

3agaua NeS.

Y OO0JBHOTO OTMEUAIOTCS HACWIBCTBCHHBIC, PUTMHUYECKHE KOJICOaHUS
MAJIBIIEB PYK, BBI3BIBAIOIINE UX CMENIEHUE HA HECKOJIBKO MUJIJIUMETPOB.

1. Kak Ha3pIBaeTCA IBUTATEIbHBIN CUHIPOM?
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OTBeThHI HA TECTOBBIE 3a/1aAHUA:

Tect 1. OtBet: C. Tpemop

Tect 2. Oter: B. YcTOWYMBBIE WM WHTEPMUTTUPYIOILIWE MBIIICYHBIE
COKpalIEHUs, PUBOIAIINE K TATOJIOTUYECKUM I103aM

Tect 3. OTBet: B. Cy0OTanamuyeckoro siapa

Tect 4. OtBer: C. Tuku

Tect 5. OTBet: B. Dnextpomuorpadus 1 BbI3BaHHBIE TTOTCHIIMAIIBI

Tect 6. OTBet: B. beICTpBIE, HEPETYNSPHBIE, «TAHLYIOIIME) TBUKECHUS

Tect 7. OtBet: C. IloCcTypallbHO-KUHETUYECKOMY TPEMOPY

Tect 8. OtBet: B. Xopes

Tect 9. OtBet: B. borynuHoTtepanus

Tect 10. OtBet: B. KpaTkue BHe3anHbIE MBIIICUYHbIE COKPAILICHUS

Tect 11. OtBet: A. Xopes

Tect 12. OtBer: B. MenjeHnsle 4yepBeoOpa3Hble ABMKEHUS MAJBLEB U
KUCTEN

Tect 13. OtBet: B. MPT romoBHoro mosra

Tect 14. OtBet: B. IHTEHUHOHHBINA TPEMOP

Tect 15. OtBert: C. JIekapCTBEHHO-UHAYLUUPOBAHHAS JUCKUHE3HS

OTBeTHI HA CHTYaLIMOHHBIE 32Ja4YH:

3anaya Nel. OtBet: ['emubanu3m, BeposiTHEE BCETO BCIIEICTBUE MTOPAKEHUS
cyOTagaMU4ecKOTo Spa UK €ro CBS3eH.

3agaua No2. Otser: ®okanbHas JUCTOHUS (LIEpBUKAIbHAS JUCTOHUS,
CHacTU4ecKas KpUBOLIEs).

3amaua Ne3. Oter: TuxoBoe pacctpoiictBo / cunapom Typerra (mipu
COUYETAaHUU MOTOPHBIX U BOKAJIbHBIX TUKOB).

3agaua Ne4. OtBet: Xopenueckre runepkuHesbl. Mamnas xopes.

3amaua NeS5. OtBeT: ATETO3.
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