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JKCTpanupaMugHbIe CHHAPOMbI

B.JL Tony6es, O.C. Jlesun, E.A. Kamynuna

9.1. BBEAAEHUE

DKCTpanupaMu/iHble CUHAPOMBI — YCTapeBIIMH TePMUH, HO [O-IpeXHeMy LIKApO-
KO UCIOJb3yeMBbIl B PYCCKOA3BIYHOW nuTeparype. K sKcTpanmupaMUIHBIM IPUHA-
TO OTHOCHUTH CHHJPOMbI, XapaKTepHU3yIIirecss M30bITOYHBIMUA JBU)KEHUSIMU WIIH,
HaNpOTHUB, HEJJOCTaTOYHOH BUraTeIbHOWM aKTUBHOCTHIO. [IepBylo rpynny cCMHIpOMOB
Ha3bIBAIOT T'MIIepPKUHETUYeCKUMH PacCTPONICTBAMY, BTOPYIO — TUIOKMHETUYeCKUMHU.
DKcTpanupaMuiHble CMHAPOMBI pa3BUBAIOTCA ITPY OpraHudeckux nopaxenuax LIHC,
KOTOpbIe He 3aTparuBaioT KOPTUKOCIMHAIbHbIe (IMpaMu/iHble) IyTy. B ocHOBe aTUX
CHUHZIPOMOB JIEXXUT AUCYHKIMSA MOAKOPKOBBIX y3J7I0B (6a3anbHbIX TAHIJIUEB) M UX
CBA3eli C JPYTUMU OT/eJlaMi HepBHOM CUCTEMBIL.

TepMUH «runepKkMHeTHYeCKHe CUHAPOMBI» He ABJAETCA TOYHBIM CHUHOHHMOM
TePMHMHA <«3KCTpalupaMU/IHble CHHAPOMBI», TaK Kak 00jazaer Gojiee MIHUPOKUAM
CMBICJIOBBIM COZIEP)KAHMEM U OTpakaeT M3OBITOYHBbIE NBHXKEHHUS, KOTOPbIE MOTYT
BO3HHMKaTh MPU OPraHUYeCKOM MOPaXeHHU JIIOObIX YPOBHEil HEPBHOW CHCTeMbI
(mepudepudeckuii HepB, CHUHHON MO3T, CTBOJI TOJIOBHOT'O MO3Ta, TOZIKOPKOBBIE Y3JIbI
Y MO3Xe4OK, KOpa TOJIOBHOIO MO3ra) U Aaxke IPU OTCYTCTBUHU TaKOrO NOPaXkKeHWA
(nanpumep, GU3MONOTUYECKUH TPeMOp WX QU3MOJIOTNYEeCKUIl MUOKIIOHYC, ICHXO-
reHHble T'UNepKUHe3bl). B MUpPOBOIi TuTepaType UCIOMb3YIOT TEPMUH «/IBUTATeNIbHbIE
paccrpoiictBa» (movement disorders), 06beIUHSIOMUI BCe TUMEP- U THIOKMHETH-
yecKye CUH/POMBI LIeHTPaJbHOT0 IPOUCXOXIEHNS, a TakKe aTaKCUI0, CTepe0TUIINH,
CTapTJI-CUHJPOMBI, CUHAPOM <«4y>KOH pyKU» U HeKoTopble fpyrue. Hmxe paccma-
TPUBAIOTCA T'MIIepKUHeTUYeCKre CUHAPOMBI 3KCTPAIMPAaMULHOIO IPOUCXOKAEHU.
IunokuHeTHYecKye ABUraTebHble PACCTPOMCTBA ONKMCAHbI B COOTBETCTBYIOIIUX pa3-
Jelax PyKOBOJZICTBA.

OCHOBHbBIE T'MIEPKUHETHIECKHe CHHAPOMBI — TPEMOp, Xopesi, 6a/uIi3M, IUCTO-
HUSI, MUOKJIOHYC, TUKU. JIMarHOCTMKA 3TUX CHHJPOMOB OCYIIECTBJISETCS MCKIIOYM-
TeJIbHO KIMHUYeCKUM IIyTeM.

B pacrio3HaBaHuM JI0OOTO THNEPKUHETHYECKOTO CHHAPOMA KJII0YeBOe 3HaueHHe
uMeeT aHa/Iu3 IBUTaTeIbHOTO PUCYHKA rUnepKuHe3a. Kpome Toro, Kaxziblii U3 Bbllle-
THepeyrcIeHHbIX TUIIePKUHe30B [0-CBOeMY HapyILIaeT CJIOKHbIe IBUraTeIbHbIe QYHK-
[I1Y, TaKMe KaK MOJifiepyKaHue 03bl, Pedb, MIChMO U X0/b0a.

KnuHudeckasi [MarHoCTHKa J060ro rWIepKuHe3a HAYMHAeTCS C OMpesieIeHus
XapakTepa TUIIePKHMHe3a, TO eCcTb C Ipollecca <«y3HaBaHUA» («pacllO3HaBaHUSA»)
MIOCTOSTHHO MEHSIOIerocss BO BpeMeH! UM IPOCTPAHCTBe ABUTAaTeIbHOro QeHoMeHa.
Kaxzblii runepKuHes3 B I71a3ax Bpada — He 4TO MHOE KaK CJIOXHO OpPraHU30BAHHbIN
MOTOPHBbIiT 06pa3, B pacno3HaBaHIU KOTOPOTO Ba)KHBI TAKKE €r0 3JIEMEHTBI, KaK J[BU-
raTesIbHbIN PUCYHOK, Tororpadus (pacrpeziesieHre), CHIMMETPUYHOCTh,/aCUMMEeTPUI-
HOCTb, CTEPEOTUIIHOCTD MU ee OTCYTCTBUE, CKOPOCTb U aMIUIUTY/A ABY)KEHUH, CBA3b C
IIPOX3BOJIHBIMYU JBIXXKEHUAMH, a TaKXKe € 10301 UK € onpe/ieJieHHbIMHU JeHiCTBUAMHU.

CHHZApOMaJIbHBIH /MarH03 — TOJBKO HA4yajo AWAarHOCTHYecKoil paboTel. Ciexy-
IOIUIL ee 9TAm — OMpesiesieHre 3a00JIeBaHusl, BHI3BABIIETO PA3BUTHE THIEPKUHETH-
4eCKOr0 CHMHAPOMA. BakeH y4eT COIYTCTBYIOIIMX CHMITOMOB, «CHHAPOMAJIBHOTO
OKpYXeHHUsT», aHAJIN3 NMPOBOLUPYIOMNX HAKTOPOB U (HAKTOPOB, YCTPAHSIOMNX WU
yMEHBIIAIOMUX BbIPaXEHHOCTh TUIlepKKHe3a (COH, ajJKOrojb U Ip.), a Takke ydeT
0cobeHHOCTell TeyeHUs 3a00JIeBaHUS M KIIMHUYECKOI KaPTHHBI B LIeJIOM.
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9.2. TPEMOP

TpemMop — Hempou3BOJIbHBIE KOJeOaHUsT KaKOK-T100
YacTU Tejla, BbI3BaHHblE AJbTEPHUPYIOMVMU WU CHH-
XPOHHBIMH COKpAIleHUsIMU PEeIUIIPOKHO-UHHEPBUpYe-
MBbIX MBbIIII. JIMarHOCTHKa 3a00JieBaHMsA, JIEXKAIlero B
OCHOBe TpeMopa, YacTO IIpeZCTaBysgeT OYeHb CI0XHYIO
3aja4y, [Jis pelieHusi KOTOPOil Mpex/e Bcero HeoOXo-
IMMO TIPaBUJILHOE CHHZPOMAJIbHOE OMKCAHHe TpeMopa.
B cBfi3M €O CKa3aHHBIM OOJIbIIOe 3HAYeHHE MPHUAAIOT
NPUHLUIIAM KJIMHUYeCKOro OIMCaHusA TpeMopa.

Haubosnee BaXHbIN MPUHIUN — YETKOE pa3rpaHuye-
HIe TPex TUIIOB TPeMOpa: TPeMopa MOKOs, MOCTYPalbHO-
0 TpeMopa ¥ UHTeHLIMOHHOTO /ipokanus. Eciu y ofgHoro
¥ TOTO e GOJIbHOTO BBISIBIISIOT HE TOIBKO TPEMOP MOKO,
HO ¥ MOCTYpaJbHBbIA WM MHTEHIMOHHBIA TpeMop, TO
BCE THUIBI JPOXKAHUA ONUCHLIBAIOT U PETMCTPUPYIOT KaK
OT/IeJIbHBbIE CAMOCTOATENbHbIE BU/IbI, 00513aTeNbHO MOJ-
YepKUBas OTHOCUTENbHYIO BBIPa)KEHHOCTb KaXK[OTo U3
Hux. Hampumep, y 6076HOr0 MOTyT ObITh IpyOBIi Tpe-
MOD IIOKOf1, MeHee BbIpaKeHHBI! I0CTypajbHbIA TpeMOp
U ellle MeHee BBIPA)XEHHOE WHTEHIMOHHOE JPOXKaHMUe.
Takas KapTMHA TUIIMYHA /IS BbIPA)KeHHBIX APOXKaTeslb-
HBIX (OPM MAPKUHCOHU3MA. DTU JKe KOMIOHEHTHI JIpO-
’KaHUs1 BHE PaMOK MaPKMHCOHM3Ma OOBIYHO UMEIOT HHbIe
COOTHOIIEeHUs: TpeobiiaziaeT MO0 MOCTYPaJIbHbIA TPEMOP
(4TO TUMUYHO AJIA TSXKEJOro ACCeHIMANBHOTO TPeMopa),
7160 MHTEHIIMOHHBIA (TPU TOPAXKEHHUSIX MO3IKEUKA).

Jpyrve BaKHble MPUHIMIBI OMUCAHUA TPeMopa Clie-
IyIomiye.

o Jlokanu3auus (pyKu, ros0Ba, MUMHYeCKUe MBIIIIIbI,
HIDKHSISL YeJTIOCTh, $3BIK, TYOBI, IIEKH, rOJI0COBbIE
CBSI3KU, HOTH, TYJIOBHUIIE), 0COOEHHOCTU pacipere-
JeHus (110 IeMUTUIy, TeHepaJu30BaHHBIA U 7Ip.),
a Takxe WHble Tomorpaduveckue 0COOEHHOCTH
(HampuMep, IpOKaHWE TOJIBKO GOJIBIIOTO Majbiia
WA MBI GPIOITHON CTEHKH, IPOKaHUE TIA3HBIX
s6JI0K MM OPTOCTATUIECKUN TPEMOp, AUCTajb-
Has WM NPOKCHUMaJbHas aKleHTyalus JpoKaHus,
CHMMETPUYHOCTb,/aCUMMETPUYHOCTB).

o JIBUraTebHBIN PUCYHOK ApoxaHus (diexcusa-sxc-
TEH3WsA; IPOHAUA-CYIIMHAUA; 110 TUITY «CKAaTbIBa-
HUe TUTIOJIbY, «Ja-/1a», <HeT-HeT»; GJIAMIMHT).

e AMIUIUTYJHO-YaCTOTHbIE XapaKTepUCTUKY, BbIpa-
’KEHHOCTh JPOXKaHUs, O0COOEHHOCTH €ro TedyeHHs
(BapuaHThI f1e6r0Ta U MOCTIeAYIOIast ANHAMUKA).

e CuH/pOMaJbHOE OKpYKeHre TPeMopa, TO eCTb OIU-
caHUe TeX HeBPOJOIMYeCKUX CUMIITOMOB, Ha (oHe
KOTOPBIX MPOSABISAETCS APOXKAHUE.

CobtofieHre BblllleyKa3aHHBIX MPUHIUIIOB OMMCAHMS
CHHZIpOMA JIPOXKaHKs — HeobX0oMMast TPe/INOChLIKa ISt
ycnemHoi auddepeHanbHON M HO30JI0TUYeCKO! ana-
THOCTHKH TPeMopa.

5.2.1. Knaccudhmkaums u aTuonorus

e Tpemop mokos (3,5-6 I').
< BIL
<> BropuuHbl/i (CUMITOMAaTHYeCKUi) MapKUHCO-
HU3M.
<> CMHIDPOMBI <IIaPKUHCOHM3MA IIIIOC» U JIpyrue
HacJIe/[CTBEeHHbIe JlereHepaTUBHblE 3aboJeBa-
HUsA, CONPOBOX/AIOIINECS CUHAPOMOM MapKUH-

connsma (6one3nb BuibcoHa-KoHOBasOBa,
Tannepsopaena-Ilnarua u ap.).
e IlocrypanbHblil Tpemop (6-12 Itr).
<> OU3NONIOrMYeCcKuil TPeMop.
< YcuneHHBIH (aKLEHTYMPOBAaHHBIA) (U3MOIO-
TUYecKUil TpeMop (IIpU CTpecce, 3HAOKPUHHBIX
3ab0J1eBaHMAX, MHTOKCHUKALHAX).

< Ilo6pOKaveCcTBEHHbI 3CCEHIUANbHBIA TPeMOp
(4-12 Tu): ayTOCOMHO-IOMUHAHTHBIH, cHopa-
IWYeCcKUii, B COYETaHUU C HEKOTOPBIMU 3aboJe-
Banusamu IITHC (BII, aucronueit) u ITHC (ITHII,
pedIeKTOpHO CUMIATHYeCKOH AuCTpodueit).

<> IIpyn opraHn4YecKoyi MaToJI0rUy roJIOBHOTO MO3-
ra (TOKCHMYeCKUX, OIyXOJeBbIX U APYruxX Iopa-
)KeHUAX MO3Kedka, Gose3Hn Buibcona—KoHo-
BaJIOBa, Helipocuduuce).

e UlHTeHUUOHHBIN Tpemop (3-6 Ti) o0ycioBieH
NOpakeHHeM CTBOJIa MO3rd, MO3)XKe4Ka U UX CBA3el
(PC, merenepanuu 1 arpoduut B 06J1aCTH CTBOJIA U
MO3KeuKa, 6ose3Hb Bunbcona—KoHoBanosa, cocy-
mucTble 3a00JIeBaHMA, OMYyXOJM, WHTOKCHKALUH,
YMT u 1p.).

o PyGpasbHbIil TpEMOP.

e TIcuxOreHHBIN TPEMOP.

5.2.2. Tpemop nokos

Tpemop mokosi 00bIYHO uMeeT yactory 3,5-6 IiI.
HuskovactoTHbIil (4yame Bcero 4-5 Iir) Tpemop mokos
OTHOCUTCA K TUNWYHBIM TposBieHusM BII, a Taxxe
MHOTHX JIpyrux 3a00sieBaHu HEPBHOM CHCTEMBbI, COIPO-
BOXIAIOUMMXCA CHHAPOMOM MNapKUHCOHMU3MA, MO3TOMY
ero 4acTo Ha3blBAIOT MAPKUHCOHWYECKUM JAPOXKaHHEM.
BropuuHblii (ciMOTOMaTH4eCKui) MapKUHCOHU3M (COCy-
TMCTBIN, MOCT3HIeaTUTUIeCKHIA, JIeKapCTBEHHBIH, TOK-
CUYEeCKUH, TOCTTPaBMAaTHYeCKUH U T.ZI.) TaKKe, KaK Ipa-
BUJIO, TIPOABJIAETCA APOXKaHUeM (XOTS OHO MeHee Xapak-
TEPHO /7T COCYAUCTHIX GOPM MapKUHCOHU3MA), KOTOpoe
HMeeT Te )Xe XapaKTepuCTUKH, yTo u npu BII (Huskoua-
CTOTHBIY TPeMOp NOKOSA C XapaKTepPHbIM pacIpesieleHH-
eM, TedeHreM U TeHJleHIMell K reHepaau3alun).

5.2.3. lMocTypanbHbIi TpEmop

[ocTypanbHbIl TpeMOp MNOABNAETCA B KOHEYHOCTH
IpY ee yZiepXKaHUH B KaKOW-ubO0 mo3e. DTO ApoKaHMe
nMeeT dactory 6-12 Tu. K moctypanpHOMy Tpemopy
OTHOCAT QU3NOJIOrMIeCcKUit TPeMOp (aCUMITOMHOE Zpo-
)KaHve), YCUJIEeHHBIN (aKLeHTYMPOBaHHbIM) (HU3H0JI0-
TMYeCKUI TpeMop, BO3HUKAIOIMINN [TPU 3MOLMOHAIbHBIX
cTpeccax WM IPU APYrUX <«TUIepajpeHepruyeckux»
COCTOSHUAX (THPEOTOKCHKO3, HeoXpOMOIIUTOMA, BBezie-
Hue KodenHa, HOpanuHedpUHA U APYTUX NPernapaToB),
3CCEHIMANbHBIA TPEMOp, a TaK)Xe TPeMOp IpPU HeKO-
TOPBIX OpraHUYecKuX 3ab0JIeBAHUSX TOJIOBHOTO MO3ra
(TsDKenble MOpakeHHsI MO3Kedka, 60Jie3Hb BuibcoHa—
KoHoBasioBa, Heitpocuumc).

K no6pokadecTBEHHOMY 3CCEHIMANbHOMY TPEMODY B
HacToslIIee BpeMsl OTHOCAT He TOJbKO ayTOCOMHO-ZI0MHU-
HaHTHBIM ¥ CIOPaZn4ecKuil BapUaHThl HCCEHLUATIBHOTO
ZIPOXKaHMUsA, HO U ero COYeTaHus C APYruMH 3a00JIeBaHuU-
SIMU LIeHTPaJIbHON U mepudepryecKoil HepBHOM cuCTe-
MbI, B TOM 4HMCJie C AUCTOHUWeM, BII, mepudeprudeckumu
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Tabnuua 5.1. ucpchepeHumanbHblil AMarHo3 acCeHUManbHOro Tpemopa 1 Tpemopa npu 60nesHu MapkuHcoHa

XapakTepucTuku JcceHunanbHbln TpEmMop bonesub MapkuHcoHa
Tpemop [TocTypanbHbii Tpemop Tpemop nokos + BO306HOBNAOLLMIACA
NoCTypanbHbIA TPEMop
YacToTa 5-12Tu 4-6 Ty
CMMMETPUYHOCTb N0Kanu3auum CuMMETPUYHBINA ACUMMETPUYHBIN
Jlokanusauus Pyku, ronosa, ronocoBble CBA3KM Pyku £ Horu
MMoyepk PasmawmcTbIi, 320CTPEHHbII Mukporpadus, 3atyxaroLynii

HacneacTeHHas npespacnonoXeHHOCTb

bonee 4em B NONOBUHE Cry4aes

He 6onee 5-10% cny4aes

9KCTpanupammzaHble CUMNTOMbI (6paguKi-
He31si, PUrMAHOCTb, NOCTYpabHbIE Hapy-
LLeHNs)

OTcyTCTBYIOT

[MpucytcTByrOT

MaKTOpbI, YMeHbLLIAKOLLME TPEMOP

ANKOronb, NPONpPaHoNon, NPUMUAOH, TOMK-
pamar, ra6aneHTuH, KnoHasenam

IeBozi0Na, aroHNCThI 4OAMUHOBBIX
PELienTopoB

Mwwwenun ans rny60oKoit CTUMYNALMM MO3Ta

Myca

BeHTpanbHoe MPOMeXyTo4YHoe AP0 Tana-

Cy6Tanammnyeckoe ap0 N BHYTPEHHMIA
CerMeHT 6J1eJHOro0 Lwapa

Tabnuua 5.2. [lekapCTBEHHbIE Npenapatbl, NPUMEHSeMbIe 151 Ie4eHNs 3CCEHLNANbHOro Tpemopa

Mpenapar Pekomenpyemas fo3a, Mr/cyt Bo3moxHbie no604HbIE I DEKTbI

[TponpaHonon 10-60, pa3aeneHHble Ha 2-3 npuema CHmxeHune ALl, nenpeccus. NpoTBONoKasaH npu 6pa-
AuKapaum, caxapHom anabete, 6POHXMUANTBHON acTMe

[MpummnaoH 500-750 Ha HOYb UNK pasfeneHHble Ha COHNMBOCTb, TOLLHOTA, FONIOBOKPY>KEHNE, 6ECNOoKONA-

3 npuema CTBO

[abaneHTuH 900-2400, pasgenexHble Ha 3 npuema JleikoneHns, COHNNBOCTb, FOJIOBOKPYXKEHNE, HapyLLe-
HUEe KOOPAMHALMM

Tonupamar [o 400 [TapecTte3nu, CHUXeHNe anneTuTa, HapyLLeHUs KOH-
LLeHTPALMN BHUMAHUS, TONIOBOKPYXXEHNE

KnoHazenam 0,5-6 COHNMBOCTb, FONOBOKPYXXEHNE, CNAaBoCTb, HapyLLeHNe
KoopAuHaunu, 4yBCTBO YCTANoCTm

HeBpomnatusamu (XB/II1, HacnescTBeHHAs CEHCOMOTOPHAs
Hespomnatus I u II Tunos, CI'B, ypemuyeckasi, aqkoroyb-
Had u fpyrue ITHIT).

CyliecTByeT HECKOJbKO BAPUAHTOB JUATHOCTAYECKUX
KpUTepueB 3CCeHLMaJbHOIO TPeMOpa, HUKe IpHUBesieH
OZIMH 13 HanboJlee YacTo MpruMeHsieMbIx (Tabm. 5.1-5.3).

JuarHocTu4ecKue KPHTEPHUH 3CCEHIHAIbHOIO
Tpemopa (Rautakoppi et al., 1984).

1. Yacro nosiBastonuiics (1o KpaiiHeil Mepe HeCKOJb-
KO pa3 B HeleJII0) WY IOCTOSIHHBIN TpeMOp KOHEeYHOCTel
1/WJIY TOJIOBBL

2. TTocTypasIbHBIN WM KUHETUYeCKUi XapakTep Tpe-
Mopa (BO3MOXKHO Haluyue Y JIerKOro MHTEeHIMOHHOIO
KOMIIOHEHTa).

3. OtcyTtcTBUMe IpyrMX HeBPOJIOTMYecKHX 3aboieBa-
HU, CIOCOOHBIX BBI3BIBATH TPEMOP.

4. OTcyTCcTBME aHAMHECTUYECKUX YKa3aHWU! Ha jede-
HUe KaKUMU-JTM6O0 MperapaTtaMu, CIOCOGHBIMU BbI3bIBATh
TPeMOD.

5. VkazaHus B ceMeiiHOM aHaMHe3e Ha aHAJIOTMYHBIN
TPeMOp y APYTUX YIeHOB ceMbH (IIOATBEePKAal0T AUarHo3s).

5.2.4. IHTEHUMOHHbIH Tpemop

VIHTeHIIMOHHOE APO’KaHMe MMeeT XapaKTepHbIA /IBU-
raTeJbHbII PUCYHOK, 4acTOTa ero cocrasnisgeT 3-5 IiI.

VIHTeHIIMOHHBII TpeMOp XapakTepeH [J HOpaXkKeHus
CTBOJIa TOJIOBHOTO MO3ra, Mo3)xeuka U ero cBsizeil (PC,
JereHepanuy W arpoduu MO3Xkeyka W CTBOJIA MO3ra,
6ose3Hb BuibcoHa-KOHOBaIOBa, @ TakKe COCYAUCTEIE,
OIyXOJIEBble U TOKCHUYECKVe IIOPaXeHUs 3TOoH obiacTy
TOJIOBHOTO MO3Ta). VIX ANarHOCTHKa OCYLIeCTBIIAETCS 110
XapaKTepPHOU COITCTBYIOLIEH HEBPOJOTMYeCKOH CUM-
NTOMaTHKe, CBUZIeTeIbCTBYIONIel 0 BOBJIe4eHUU Ceporo 1
GeJIoro BemiecTBa CTBOJIA X MO3)KEUKa, 4aCTO C TUITMIHON
kaptuHoii Ha KT nnu MPT.

CrefiyeT NOMHUTb, YTO K MO3)K€YKOBBIM BapUaHTaM
TpeMopa OTHOCAT He TOJbKO MHTeHLMOHHOE ApOXKaHue,
HO U Takue QeHOMeHbI, KaK TUTyOalys, POSABIIIONA-
ACSl PUTMUYECKVMH OCLMJUIALMAMY TYJOBHUIIA U TOJIO-
BBl (0COGEHHO 3aMeTHBIMHU, KOrZa GONBHOMN CTOUT WK
IIbITAETCS BCTAaTh M3 IOJIOXKEHUA CUZA), NOCTypalbHbIA
TPEMOp IPOKCHMaJIbHBIX OTZEJIOB KOHeuHocTedl (Genpa
WY T171e4a).

5.2.5. PybpanbHbiit Tpemop

Py6panbHbiit TpeMop (60siee mpaBUIbHOE HAa3BaHUE —
CpeIHEeMO3rOoBOM TpeMOp) XapaKTepuayeTcss KOMOHHA-
ueit Tpemopa mokosi (3—5 Iir), emre GoJiee BhIpaXKeHHO-
r0 TIOCTYPaJIbHOIO TPeMOpa M MAaKCHMaJbHO BbIpaXKeH-
HOTO WHTEHIMOHHOTO JPOKaHUs (TPeMOp WHTEHIHOH-
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HBII > TpeMOp MOCTypajbHBI > TpeMop Nokosi). OH
NOABJIAETCA NPU IOBPEXAEHUAX CpefHero Mo3sra IpH
uHcynsTe, YMT nnu, pexxe, Ipy OIyXO0JIEBOM WX 1€MU-
eMHU3MpYIOleM (paccessHHOM CKJepo3e) Ipolecce B
HOXKKaxX MoO3ra. OTOT TPeMOp MOSABJAETC B KOHEYHO-
CTSIX, TIPOTUBOIIOJIOXHBIX CTOPOHE MOPaXKeHUS CPefHero
Mo3ra.

5.2.6. lcuxoreHHbIn TpEMOPp

ITcuxoreHHbI TpeMOp — OAWH U3 BapUaHTOB IICH-
XOTeHHBIX JIBUTATeJbHBIX paccTpoicTB. KinHndeckue
KpPUTepUH MCUXOTeHHOI0 TpeMopa BKJOUAIOT BHe3all-
HOoe (OOBIYHO 3MOI[MOTEHHOE) HAvajo, CTATHYHOE WIIH
BOJIHOOOpa3Hoe (HO He MpPOrpeccUpyloliee) TedeHue,
Ha/lyhe CIOHTAQHHbIX PEMUCCUN WIM PEeMUCCHH, CBA-
3aHHBIX C [CUXOTepanuel, «KOMIUIEKCHBIM» XapakTep
IpoXkaHus (B PaBHOU CTeIIeHU MOTYT ObITh IPe/ICTaBJIeHbI
BCe OCHOBHBIE THUIIBI TpPeMOpa), Haluuue KJIMHUYeCKUX
nuccormanuii (M361paTesibHasi COXPAaHHOCTb HEKOTOPBIX
GYHKIUMI KOHEYHOCTH [IPY HAJIMYMK B Hell rpyboro apo-
xaHus), 3¢pPeKTUBHOCTD Manebo, a TakKe HEeKOTOphie
IOTIONTHUTE IbHBIE IPU3HAKY (BKJIIOYAs 3KaI00bl, aHaMHe3
U Pe3y/ibTaThl HEBPOJIOTHMYECKOTO OOC/IeI0BaHuUS), MO/-
TBepKJarole ICUXOreHHbIN XapaKTep pacCTPOMCTBA.

9.2.7. ipyrve Bufbl Tpemopa

B KayecTBe CaMOCTOATENbHBIX (EHOMEHOB B JUTe-
paTtype yINOMUHAIOT TaK Ha3bIBAeMBIA [MCTOHUYECKUN
TpeMop (ApokaTelbHas CIacTUYeckas KpuBolles, ApoO-
’KaTeJIbHbIN NMUCYUN CIa3M), CHHAPOM <«KPOJMKa» (Heii-
poJienTUYecKoe ApOKaHWe HWKHEH dYenocTd u rybd).
@DeHOMEHOIOTMYEeCKH HANOMUHAKIOT JPOXKaHUE TaKue
puTMuyeckre (eHOMEeHbI, KaK acTepukcuc (QIammuHr,
HeraTUBHbI MUOKJIOHYC), MHOPUTMHUS, CETMEHTapHbIH
MHUOKJIOHYC, OZIHAKO 10 MeXaHU3My (pOPMHUPOBAHUA OHU
He OTHOCATCSA K TPEMOPY.

BonpumHcTBO 0c06bIX (GopM Apoxanus (oprocra-
TUYECKUIl TPeMOp, <«TPeMOp VJBIOKH», TPeMOp TOJIO-
ca, TpeMop MOAOOpPOZIKA — TeHHOCNa3M) OTHOCATCS, 3a
He(GOJIbIINM UCKIIFOYeHHEM, K BAPUAHTAM 3CCeHIUaIbHO-
O TpeMopa.

5.3. XOPEA

Xopess — HeperyJsipHble, OTPBIBUCTEIE, OeCropsaoy-
Hble, XaOTUYHbIe, WHOTJA Pa3MalIKCThbie, GeciiebHble
IBIDKEHUs, BO3HUKAOLIMe NperMyIieCTBeHHO B KOHed-
HocTsix. CaGo BBIpAKEHHBIM XOPEUYeCKHil THIepKu-
He3 MO)XEeT TPOSIBIATHCS JIETKUM JIBUTATeNIbHbIM Oec-
IOKOMCTBOM C I/IS6])ITO‘IHI)IMI/I CyeTJIMBbIMU JABUKEHU-
MW, MOTOPHOM PacCTOPMOXEHHOCTBIO, YTPUPOBAHHOU
JKCIpeccrel, Y)KUMKaMH M Hea/leKBaTHBIMU JKeCTaMHu.
BrIpakeHHBINI XOpedyecKUil IMIepKHUHe3 HallOMUHaeT
JBIDKEHUS «4epTHKa Ha HUTOYKe» (10O COBpEMeHHBIN
MOJIOZIEKHBIM TaHel ¢ «pa300NTaHHOU» MOTOPUKON M
«HEeHCTOBBIMU» [BIXEHUAMU). BhIpa)KeHHbIN T'UIlepKu-
He3 MCKakaeT MUMHUUYEeCKUe JIBI)KeHUs, pedb, CTOSTHUE U
X0Zb0Y, IPUBOZSA K CTPAHHOM, BBIYYPHOM, <KJIOYHCKOI»
[I0XO0/IKe, KOTOpasl MJI0XO HMOAAAeTCs aZleKBaTHOMY OIM-
CaHU10. B KpaliHe TSKeNbIX CIy4asax Xopes AelaeT HeBO3-
MOJKHBIM BBITIOJIHEHIE KaKUX-JIMOO0 MPOU3BOJIbHBIX JIBU-
xeHuil. Takue GOJbHbIE HE MOTYT IepeBUraThCs M3-3a
HajieHnii, OHU He CrOCOOHBI 0OCIyXUBaTh cebs U cTa-
HOBATCSA 3aBUCUMBIMU OT OKpPYXaIOIUX. XOpeuyeckue
IBIDKEeHUs B JiMlle, BOBJIEKAlollie MUMUYeCcKre U opalb-
Hble MBIIIIB! (B TOM YHCJIe A3blKa U TOPTaHM), a TaKxKe
AbIXaTeslbHble MbILIIbI, IPENATCTBYIOT He TOJIBKO IIpUeMy
THUIIY, HO ¥ CJIOBECHOMY OOIIEHHIO.

HacunbcTBeHHbIE XOpenyecKre JBKeHUSI MOTYT ObITh
(dOoKaJIbHBIMY, KaK, HATPUMED, IPU OPAJIbHBIX THUIIEPKU-
He3aX HeHpoJenTH4eckoro IPOUCXOXAEHUs, U reHepa-
JIM30BaHHBIMU (YTO HAOJIIOAOT Yalle), a B Psifie CiyYaesn
MIPOSIBJIAIIOTCA B BUJle TeMUCUHZIpOMA (HampuMep, reMu-
Xopesi IPY UHCYJIBTE).

Tabnuua 5.3. [lekapCcTBeHHbIe Npenaparbl, NPUMEHsIeMble AN NeYeHNs PasnuyHbIX BULOB TpeMopa

Mpenapar Oproctatuyeckuii | JuctoHnyeckuii | Mapkunconuyeckuit | Mo3xeukoBbli | PybpanbHbli Tpemop
Tpemop Tpemop Tpemop Tpemop Tpemop npu Heu-
ponarusx
Mponpaxonon X X X X X X
[TpummngoH X X X
[abaneHTuH X
KnoszanuH X X
boTynoTokcuH X*
Kap6amaszenuH X X
KnoHasenam X* X X X X
deHobapbutan X
Banbnpoesas kucnota X
JleBogona X X X* X*
AroHucTbI f0gramMmnHo- X X* X*
BbIX PELIeNTOPOB
AHTUXONMHEPrUYecKue X X X
npenaparbl

* IIpenapathl IepBOH JTMHUU.



5.3.1. Knaccudhmkauua n aTuonorus

e IlepBu4HbIe GOPMBI.
<> Xopes [eHTUHITOHA.
<> HelipoakaHIIUTO3 (XOPe0aKaHTOLUTO3).
< IobpokauecTBeHHass (HempOrpeccUpyoas)
Hacye/iCTBeHHas Xopesl.
<> Bone3ns Jlema-HuxaHa.
e BropuyHble GOPMBL
< VHubekroHHble 3a60yieBaHNs (BUPYCHBIE JHIIE-
danuTel, Hefpocuduiuc, KK, TybepKyes-
HbIil MeHUHTUT, BUY-undekius, 60ppennos).
<> AyToMMMyHHbIe 3a00/1eBaHuUSA (CUCTeMHas Kpac-
Has BOJYaHKA, aHTU(POCHOIUIUIHBIA CUHIPOM,
xopesi 6epeMeHHbBIX, PeaKIys Ha UMMYHU3AIIHIO,
xopes Cuzienrama, PC).
<> MeraGonuyeckue HapyiieHusi (THIEPTUPEOD3,
60se3Hb JIu, runokanbiuemus, 6o1e3tHp Oadpu,
TUIO- ¥ TUIepPIKeMusi, 60yie3Hb BuiibcoHa—
KoHoBanosa, 6one3us Humana-IIvka, 60me3Hb
lannepsopaena—-IInaTua, TroMOLUCTEUHYPUs,
¢denunketoHypus, 6ose3Hb XapTHana, IJyTapo-
Bas aLu/lypus, FaHIIMO3KU/03bl, MeTaXpoMaTuye-
ckasi Jefikonuctpodusi, 6one3nb Mepibaxepa—
[lenuieyca, MyKOMOJMUCAXapUAO3bl, GOJIe3Hb
Crepmxa—BebGepa u 1p.).
<> CTpyKTypHble IMOBpeXJeHus TOJIOBHOIO MO3ra
(UMT, omyxonu, rMIOKCHYecKas 3HIedarona-
TUS, UHCYJIbTI).
<> WMHTOKCUKaUuKU (HeHpOJeNnTUuKu, pTyTh, JUTUH,
JIeBOJioNa, IUTOKCHUH, IlepopajibHble KOHTpaLen-
THUBBI).
e TlcuxoreHHas xopes.

5.3.2. [lepBuyHbIe (hopMbl XOpeu
5.3.2.1. XOPESl TEHTUHITOHA

Xopea TeHTMHITOHAa HayMHaeTCA dYalle BCEro B
35-42 rozja (HO MOXeT MOSABUTBCS B JIFOOOM BO3pacTe —
OT JIeTCKOrO JI0 IIOKWJION0) M XapaKTepu3yeTcsl BecbMa
TUIMYHBIM XOpeUYeCKUM THUIIepKUHEe30M, JTUYHOCTHBIMU
HapyLIeHUAMH U ieMeHLueld. Tumn HaciesoBaHusa — ayTo-
COMHO-/IOMVHAHTHBIH. 3a00JeBaHe HAYMHAETCS TOCTe-
IIeHHO, II0SIBJIEHNe IepBbIX HAaCUJIbCTBEHHBIX BIDKEHUH
MIOPO¥i TPYZIHO YJIOBUTb. Yallle OHU MOSBIISIOTCS B 00J1aCTH
JIUIA, HATOMUHAS TIPOU3BOJIbHbIE IBUTATelIbHbIe aBTOMA-
TU3MBbI (HaXMypHBaHUe, OTKpbIBaHUe PTa, BHICOBBIBAHLE
s13bIKa, 00/1M3bIBaHMe Iy0 1 T.11.). [To Mepe pa3BuTus 6oes-
HY [pUCOeJUHAETCs TUMlepKUHe3 B pyKax («urparouiye Ha
MHMAHUHO NaJblbl») € IOCIeAYOLIel ero reHepanu3aryei,
HapyIlleHneM CTaTHKU ¥ MOXOAKU. IIpucoenuHsoONIInecs
HapylleHus peuy (TUIlepKUHeTH4Yeckas JU3apTpus) U I1o-
TaHUS [Ieal0T HeBO3MOXKHBIM IIOJIHOLIEHHOe MUTaHhe U
obuieHre. YXyalaeTcss KpaTKOCPOYHAst ¥ JOJITOBpPeMeH-
Has IaMATb, CHIDKAeTCA KPUTUKA K CBOEMY COCTOSIHHIO,
3aTPyAHSIETCS 3JIeMeHTapHOe ObITOBOE CaMOOBCIyKUBa-
HyYe, Pa3BUBAeTCs U Iporpeccupyer aemeHnus. [nyGoxue
pediiexcbl 0GBIMHO OXKUBJIEHbI HA HOTaX, B TPETH CIIyddeB
BBIABJIAIOT KJIOHYChI, TUIIMYHA MBbIIIeYHAS TUTIOTOHUSL.

Axuneruko-purugnas ¢popma (6e3 xopeu) Haubosee
TUIIMYHA JJI BapuMaHTa C PaHHUM HayajoM (BapuaHT
Becrdasnsi), onHako MHOrIa ee HAGMIOAAIOT U MPH OoJee
no3ziHeM ziebrote (B 20 JIeT u cTapiie).
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WHorna 3aboyieBaHue HAa4YMHAETCA C ICUXUYECKUX
HapyIieHuit B Buzie ahPeKTUBHBIX (Uallle BCETO B BHUJIE
Zleripeccru), TaJuTIOUHATOPHO-NAPAaHOUHBIX U IOBe-
ZleHUeCKUX HapylleHWi M Julb crnycrd 1,5-2 roza umm
MO3)XKe MPUCOeUHALTCS TUIepKUHeTHYeCKUH CHHAPOM.
B TepMUHAIBHOI CTaWK MAI[MIEHTHI Yallle BCero moruba-
10T OT aCIMPALOHHOY THEBMOHUH.

JlJis IMarHOCTUKYM Xoper [eHTHHITOHAa HEeOOXOAUMO
nposefieHre JIHK-TecTHpoBaHUA C 1leJIbl0 ONpe/iesleHns
YyKucaa KONWWA TPUHYKJIEOTUIHBIX MOBTOPOB <LIUTO3MH—
azeHuH-ryanuH» (LIAT). B HopMme uucio konuil LIAT-
MOBTOPOB COCTaBIISiET 10 35, y 60bHBIX — 40 U BbIIIeE.

IuddepeHunanbHas [UarHoCTUKA Xopen [eHTHUHITO-
Ha ToJjpa3yMeBaeT UCKJII0UeHNe TaKUX 3a00JieBaHNU, KaK
BA, Kpeiitiidpenbaa—5Ikoba, mo6poxadecTBeHHas HACIe-
cTBeHHas1 xopesi, 60yie3Hb BuibcoHa—KoHoBamoBa, Hac-
JieficTBeHHAs1 1epebesUIsipHasi aTakCusi, XOpeoaKaHTOIU-
T03, UH(APKTHI 6a3aIbHBIX TAHTJIMEB, O3/HsS IUCKUHE-
3u1, a B psAfie CIydaeB Takxe musodpenus u BIT.

5.3.2.2. HEHPOAKAHTOLUTO3

HelipoakaHTOLUTO3 IPOSABIAETCA XOpeeil U akaHTO-
IUTO30M (U3MeHeHreM GOPMBI 3PUTPOLIUTOB). OTIHCAHBI
KaK ayTOCOMHO-pellecCMBHble, TaK M CIOpajudecKue
ciyvau 3abosieBaHus. BonesHb 0ObIYHO HAUYMHAETCS Ha
3-M UM 4-M JecATHIETUN XU3HUA (MHOrAa U Ha 1-M).
HavanbHble NposiBIeHUS — OpajbHble TUIEepKUHe3bl
C BBICOBbIBAHMEM SI3bIKA, [BI)KEHUSAMHU rybamu, jKeBa-
HUEeM U [IpyTMMH I'puMacaMy, O4eHb HallOMUHAIOMUMU
MO3/IHIOK UCKWHE3U0. J[OBOJIBHO YacTO HaGJIOAA0T
HeapTUKYJIUPYeMyI0 BOKaJIM3al[MI0, OMUCAaHbl CIy4au
3xonanuu (HO He Kompoiyanuu). OTAMYUTENBHONU 0Co-
GeHHOCTBIO SBJISIOTCS CAMOIMIOBPEK/IeHNs B BU/Ie HETpO-
M3BOJIbHBIX MPUKYCHIBAHUI f3bIKA, IY0 M BHYTPEHHUX
MOBepXHOCTel Imek. HacTo OTMeyaloT Xopeuyeckue
rUNepKUHe3bl KOHEYHOCTeH M TYJOBMINA; BO3MOXHO
MOsIBJIEHHE TaKKe JUCTOHNYECKUX MOCTYPaNbHBIX QeHo-
MEHOB Y TUKOB.

Bone3Hp oTiaMyaeTcss OT XOpeu IeHTHWHITOHA HajM-
4yueM c1abocTi ¥ aTpoduM B MBIIMIAX KOHEYHOCTeI,
00YC/IOBJIEHHBIX [IOPAXKeHNUEM KJIETOK MepeH1X POTOB U
neprupeprvecKux HepBOB (aKCOHAJbHAS HEBPOMATUA CO
CHIDKeHUeM IyOoKux pediiekcoB). B nanbHelimem yacto
(HO He Bcerza) HabJIOAAIOT IPUCOEIUHEHVE IeMEHIIUN 1
SMUJIENTUYeCKUX IPUCTYIIOB. YPOBEeHb JIUIONPOTENHOB B
KPOBM HOpPMaJbHBIA. [l AUaTHOCTUKY BaXXKHO BbISIBIIE-
HUe aKaHTOLIMTO3a, COIPOBOX/AMOIIErocst Mporpeccupy-
IOIIIM HEBPOJIOTMIECKUM /ieQUIUTOM PH HOPMAaJbHOM
YPOBHE JIMIIONIPOTENHOB.

5.3.2.3. JOPOKAYECTBEHHASA
(HENPOTPECCMPYHOLLIAS) HACNEACTBEHHAA XOPEA
bE3 NEMEHLWK

JlobpokauecTBeHHast (HEMPOrPecCUpyolias) Hacien-
CTBeHHasi Xopesi 0e3 JeMeHIUM HAYMHAETCS B TPYIHOM
U paHHeM JIeTCKOM BO3pacTe C IOSIBJIeHUS TeHepa-
JIM30BaHHON XOpewr, KOTopas MpeKpaIaeTcss TOJIbKO BO
BpeMsi cHa. 3aboseBaHue HACJe[yeTCs MO ayTOCOMHO-
DOMHHAHTHOMY THIYy. XapaKTepHO HOPMaJbHOe WHTe-
JIeKTyasbHOe pa3BUTHe. [[pyroe OT/IM4Me OT 10BeHUIbHOH
xoped [eHTHHITOHA — HENPOTPeccUpyIollee TedeHue
(HampoTUB, BO3MOXHO [jaXKe YMEHbIIeHHe BbIPaXXeHHO-
CTH XOPeN4YecKoro ruiepKrHe3a B 3peJioM BO3pacTe).
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5.3.2.4. BONE3Hb NELWIA-HUXAHA

Bone3np Jlema—HuxaHa cBsi3aHa C HacJeJCTBeH-
HOIM HeJOCTAaTOYHOCTHI0 TUIOKCAHTHUH-TyaHUH-(POchO-
pubo3unrpancdepasbl, NPUBOAALIEN K IOBBIIEHHOMY
00pa30BaHUI0 MOYEBOI KUCJIOTHI U TSXKEIOMY HOpaxe-
HUIO HepBHOW cucTeMbl. HacnenoBanue X-crenjieHHOe
petieccuBHOe (CJIeIOBATENBHO, OOJIEIOT JIMIIA MYXCKOTO
nona). /leT poXJar0TCs HOPMaJbHBbIMHU, 33 MCKIIOYe-
HUeM ¢J1ab0 BbIPaXKEeHHON I'MIIOTOHKUY, OJJHAKO B TeYeHUe
NepBBIX 3 MeC )KU3HM Pa3BUBAETCA 3a/lePXKKa MOTOPHOTO
pa3BuTHA. [lanee BO3HUKAIOT IIPOTPeccUpyloIas pUrng-
HOCTb KOHEYHOCTelN ¥ TOPTUKOJUIUC (I PETPOKOJUINC).
Ha 2-m rony *W3HUM HOSABIAIOTCA JHleBble TPUMAChl U
TeHepaJM30BaHHbIA XOpenyecKuil TUIepKUHe3, a TaKXKe
CUMIITOMBI TIOPaXKeHUs1 TUPaMUAZHOTO TPAKTa.

[To3xe y meTeill OTMEYAIOT CKJIOHHOCTb K HaHECEHWIO
CaMOTIOBpeXJieHni (OHM HAYMHAIOT KyCaTh CBOY NaJjblibl,
ry6bl U 1IeKK). DTH KOMITYIbCHBHbIE CAMOMIOBPEXIEHHS
(mpuBozsimKe K 06e300paKUBAHKUI0) BeChbMa THITMIHBI
(HO He MaTOrHOMOHHWYHBI) 71Jist 6oe3nu Jlema—Huxaua.
HabtoaroT 3a/1epyKKy MCUXUIeCKOro Pa3BUTHS TOM WITH
WHOW CTeleH! BbIPa)KeHHOCTH.

CozepxaHue MO4YeBOM KMCIOTBI B KPOBH U MOYe
MOBBINIEHO. /[MarHo3 Mo/ TBepKAaeT CHXeHre aKTUBHO-
CTH THIIOKCAHTHH-TyaHUH-dochopubo3unrpanchepasbl
B 9PUTPOLUTAX U KYJIbType pubpo6racTos.
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9.3.3. BropuuHbie hopmbi Xopeu

Bropuutbie GpOpPMbI XOper MOTYT Pa3BUThCS TP OYeHb
MHOTHX 3a00JieBaHUAX: MH(EKIMOHHBIX, OMyXOJEBHIX,
COCYIMCTBIX, ayTOMMMYHHBIX, METab0JINYeCKHX, TOKCUYe-
CKUX, TPaBMaTHU4YeCKUX. [[MarHOCTUKA BTOPUYHOIO XOpe-
MYECKOTO CHHAPOMA IPU ITHX 3a60JIeBaHMSX OOBIYHO
He BbI3bIBAeT 3aTpy[HeHuil. Pacrio3HaBaHue e TPUPO/IbI
IIEPBUYHOTO MOPaXKeHHs CTPOUTCS, KaK IPaBUIIO, Ha KOM-
IJIeKCe KIIMHUYECKHX ¥ [TapaKIMHIIECKUX MeTOZIOB, BKIIIO-
YaoIMX OMOXMMUYECKHe, MOJIEKyIspPHO-TeHeTUIecKue,
HelpOBH3yaJIM3UPYIOLIMe ¥ MHOTHE APyTrye MCCIIe/JOBaHHA.

Haubosnee dacTble BTOpUYHBIE QOPMBI — XOpes
Cunenrama (Hab:ro1aeMast TOYTH UCKJIFOYUTEBHO B JIeT-
CKOM U IOHOIIIECKOM BO3pacTe) u xopesi GepeMeHHbIX.

e Manas xopest (xopesi CuzieHrama) o6bIYHO pa3Bu-
BAeTCA CIYCTs HECKOJIbKO MeCsLieB IOC/e CTEeNTo-
KOKKOBOY MH(EKIUY U1 000CTPeHNst peBMaTH3Ma,
KOTZIa y’Ke OTCYTCTBYIOT CUMIITOMBI OCTPOTO TepH-
O7la, U CBA3aHA HE C BAaCKYJIUTOM, KaK CYUTAJIOCh

paHee, a ¢ ayTOMMMYHHBIMH TpolieccaM U obpa-
30BaHMEM AHTUHEHPOHANBHBIX AHTUTEN. JleBOYKH
GoJeroT B 2 pasa vaile MaJb4uuKoB. Ha HauaibHBIX
CTAJIUSIX WM B JIETKUX CJIy4asix HAOJIOMAI0T ABUra-
TeJIbHYI0 PaCTOPMOKEHHOCTb C TPUMAaCHUYaHbeM U
YTPUPOBAHHBIMU XecTaMW. B BbIpaKeHHBIX Cyda-
AX TeHepaJU30BaHHbIA XOpendyecKUil TUIepKruHe3
qumaer GONLHOTO CIIOCOOHOCTH 3JIEMEHTapHOrOo
caMoOBCy)KUBaHUS, HapyllaeT pedb (ZU3apTpuUs)
U flaxe JibIxaHUe, JieflaeT HEBO3MOXHBIM Tepe/iBU-
JKeHue U oblieHre. B GOJIbIIMHCTBE CIIy4aeB reHe-
pajnu3anys runepKuHe3a MPOXOAUT CTAMI0 TeMH-
xopeu. XapakTepHbl MblIeYyHas TUMOTOHUSA, UHO-
I7la CO3/1a0NIas BIleyaT/ieHre MbIIIeYHOM CI1aboCTH,
«TOHUYECKU» WM <«3aCThIBAIOIIUI» KOJIEHHBIN
pedrnekc (beHomen Toppona), 3MOIKMOHATBHO-
apdeKTUBHBIE U MpeXOJslire KOTHUTHBHBIE pac-
cTpoiictBa. B GOJIBIIMHCTBE C/iyuaeB TIUIEPKUHE3
CIIOHTAaHHO perpeccupyer B TedeHue 3—6 Mec.

o Xopesi GepeMeHHBIX 0OBIYHO Pa3BHBAETCS Y MEPBO-
pOAAIIMX, KOTOPble B JIeTCTBe IepeHeclu Majylo
xopero. Xopero GepeMeHHBIX B HACTOAIee BpeMs
CBSI3BIBAIOT C aHTU(POCHOIUNUAHBIM CHHIPOMOM
(IepBUYHBIM WM B paMKax CHUCTeMHOHM KpacHOH
BOJMYaHKHM). Xopesi 0ObIYHO HAauMHAeTcsl Ha 2—5-M
Mecsille GepeMeHHOCTH, PeIKO — B MOCJIEPOJIOBOM
THieprozie, MHOT/IA OHA PeLUIUBUPYET IIPY TTOCHIeNy-
omux 6epeMeHHOCTsIX. OOBIYHO CIMITTOMBI perpec-
CUDYIOT CIIOHTAHHO B TeueHNe HeCKOJIbKUX MecsleB
WK BCKOpe TIocJie pozioB (abopTa).

Tak Ha3biBaemass ceHWJIbHas (cTapyeckas) Xopes
GOJIBIIMHCTBOM aBTOPOB OTHOCHUTCSI B HACTOsAIee BpeMsi
K COMHHTEJIbHBIM [IMarHO3aM U B KJIaCCU(PUKAIMOHHBIX
cxeMax, Kak ITPaBUJIO, OTCYTCTBYeT. Eciii Takoit TepMUH
BCe-TaKM MWCIIOJb3YeTCs, TO IpenNHa3HAYaeTcs] OH A
TeX CJy4yaeB MO37HO HavaBieiics (late-onset) xopew,
[IPUYMHY KOTOPOH He yaeTcsl HalTH, HeCMOTPS Ha caMble
COBpeMeHHbIe HCCTIe/OBaHuUS.

IlcuxoreHHas xopes («6ojbluas Xxopesi» — MO Tep-
MUHOJIOTUY CTaphIX aBTOPOB) HE OTHOCUTCS K HKCTPAITH-
PaMUHBIM CUHPOMaM U SIB/IAETCSA OLHUM U3 BaPUAHTOB
MICUXOT'€HHBIX JIBUTaTeIbHBIX PACCTPONCTB.

5.3.4. lleyenue

JlexapcTBeHHbIe TIpemapaThl, IpUMeHseMble [IS Jiede-
HUs XOpeu, TIPeJiCTaBJIe bl B TabII. 5.4.

Tabnuua 5.4. NlekapCTBeHHbIe Npenaparbl, NPUMEHSAEMbIe NS NeYeHNs Xopeu

JlekapcTBeHHbIE CraptoBas | MakcumanbHas
['pynnbi npenapatos cpencTea 1033, Mr/cyT | 1033, Mr/cyT Mo6ouHble adihexTbl
HeliponenTtuku [anonepngon 0,5-1 6-8 COHNMBOCTb, NAPKNHCOHN3M, ONCTOHMS, aKa-

TU3US, TUNOTEH3US, 3anN0pbl, CYXOCTb BO PTY,
YBEJIM4EeHNE MacChl TeNa, roI0BOKPYXeHue

PucnepugoH 0,51 6 To xe

KnosanuH 12,5 600 ArpaHynoumuTos, NnapKMHCOHNU3M

KseTnanuH 25 800 [apKNHCOHU3M
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JlekapcTBEHHblE CraproBas | MakcumanbHas
['pynnbl npenapartos cpencTea 103a, Mr/cyT | n03a, mr/cyT Mo6o4Hble 3ththeKkTbl
beHsogmasenuHsl Knoxasenam 0,5 4 COHNMBOCTb, HapyLLEHNe KOOpAUHALMK, FON0-
BOKPY)XEHUE, CnabocThb, YyBCTBO YCTANOCTL
[nazenam 1,25 20 To xe
AnTaronmctbl NVIDA- AmaHTagnHb! 100 400 [annoumrHaumm, rofoBoKpy>XeHue, ceT4aToe
peLenTopoB N1BEO, CyX0CTb BO PTY
McTowaroLme 3anacsl Pesepnuu 0,1 3 [MnoTeH3ns, COHNMBOCTb, MNAPKMHCOHN3M,
noamuHa nenpeccus
TetpabeHasnH 25 100 [MnoTeH3Ns, NapKUHCOHM3M, fenpeccus

9.4. BANNIU3M

Banmsm — penkas pa3HOBUAHOCTb T'MIIepKHHE30B,
MPOSIBJISIIOIIASICS KPYITHOPAa3MAIIMCTHIMK, Pe3KUMH, OPO-
CKOBBIMH (6aJUIMCTUYECKVMK) JIBKEHUSIMH, COBepIia-
eMbIMU C OOJIBIION CHJION, MPEUMYIIECTBEHHO MPOKCHU-
MaJIbHBIMK OTZeNaMH KOHedHocTed. Yaile HabGIIOZAOT
reMu0asIM3M, HO TaKKe BO3MOXKHBI MOHOOAIIN3M U
napabausm.

BeizensioT cnenytompe GpopMbl baymsma.

o IlepBuyHast Gopma (HacjeCTBeHHBIN OuIaTepasb-

HbI 6aJIN3M).

o Bropuutsle Gpopmbl (06BIYHO reMUOAIIU3M).

<> VIHCYNBTHL.

<> O6beMHbIEe ITPOIECCHI.

< UMT.

< VIHeKIMOHHbIe TTOPaKeH! I HEPBHOM CUCTEMBI.

< VIHTOKCHMKAaUMX M MeTaboJuyecKue pacCTpoid-
CTBa.

<> BocrnanurenbHble IPOLeCChl (aHTUUTBI).

<> Helipoxupypruyeckre BMeIIaTeIbCTBA.

Camaa dyacraga npuunHa — LIB3 (umemuydeckuit
uHGbAPKT, BHYTPUMO3r0BOe KPOBOU3JIHSHUE, TPAH3UTOP-
Hble WIeMUYecKrue aTakd, CyGapaXxHOUaIbHOe KPOBO-
U3JIMAHYE, apTeproBeHO3Has MajibdopMmaunus) C ropa-
)KeHreM cyOTasamudeckoro sAznpa JIbrouca u ero cBszeil.
TemubayuM3M TaK)Xe OIMMCAH MPH MOPAXKEHUSIX XBOCTa-
TOTO Si/ipa, CKOPJIYIb, 6JIeHOTO Iapa, MpereHTPaIbHOM
W3BUJIMHBI UJIY TaJJAMUYeCKUX Azep.

Yame Bcero reMubaysiu3M pa3BUBaeTCs NPU COCY-
IWCTBIX HApyUIeHUsX B OacceiiHe 3ajiHeil Tajamo-Iep-
dopupyrommeii, 3aaHell COeIUHUTENILHON I TepefHe
BOpCcMHYATON apTepuil. CylecTByeT TOYKa 3peHUs, 4TO
reMu6aM3M INpe/CTaBiseT BapUAaHT reMUXOped (CHH-
IPOM <«IeMUXOpen-reMuba3Mas).

Jpyrasi 4yacrasg mpuurHa remubamni3mMa — 00beM-
Hble Tpollecchl (IepBUYHAs TJIMOMa, MeTacTaTuuecKas
OIyXO0JIb, KaBepHO3HasA remMaHruoma). KiuHudeckue u
napakJMHUYecKre NPU3HAKWA HapacTaiolleil BHyTpHUue-
peIHOM rMIepTeH3uH, a TAK)Xe JaHHble HeHPOBU3yaln3a-
LY ABJIAIOTCA PENIAOIIYMHU B IMaTHOCTHKE 3TOH GOPMBIL

OnucaHbl ciyyau Oayn3Ma, CBA3aHHOTO C HHGEK-
[IMOHHBIMU 3a00JieBaHUAMH (TOKCOMIA3MO3, CHQHIMC,
TyOepKyJie3, KpUMTOKOKKO3 u BUY-unbekius).

BocnanurenpHble IPOLeCcChl, CBA3aHHbIe C UMMYHHBI-
MU HapylLIeHUsMH, TaKXKe CIIOCOOHBI NPUBOJUTH K Oas-
IM3My (cucTeMHas KpacHas BOJYaHKA, CKJIepoJepMus,
autudocomUIUAHbIN cHHAPOM, Xopesi CuzeHrama).

B ocHOBe mosiBieHMs1 OaJiiM3Ma [TPU ITUX 3a00JIeBaHUAX
4aCTo JIeXXUT aHTUUT (CUCTeMHas Ba30NaTus).

Jpyruie BO3MOXHbIe MPUYKUHBI BKI0UatoT UYMT (B Tom
Yucsie pOZOBYI0 TPaBMY); Helipoxupyprudeckre BMella-
TeabCTBA (TaJAMOTOMHUS WM TajaMyudecKas CTUMYJA-
1us; cybTanaMoOTOMUs WK cyOTasaMudecKast CTUMYJIs-
[MsA; BEHTPUKYJIONEPOHeaJbHbIH IMIYHT); MeTaboJnde-
CKWe pacCTpoicTBa (TUIEPrivKeMus, TMIIOTIUKEeMUs);
JleKapCTBeHHble HMHTOKCUKAUWU (@HTUKOHBYJIbCAHTBHI,
nepopasbHble KOHTpPALeNTUBLI, JIeBOJOMNA, UOYIPOdeH),
TyOEpPO3HbIii CKJIEPO3, KaJMbluPHUKAUI0 Oa3aIbHBIX TaH-
IJI1€B, IIOCTUKTAJIbHOE COCTOSHUE.

BunarepanbHbiii 6a/uiM3M XapakTepeH Jisi MepBHY-
HbIX (TeHeTH4YecKux) GpopM, HO OMHMCAH TaKKe IPU COCY-
AUCTBIX, TOKCUUECKUX, JleMUeTHHU3UPYIOINX U JiereHe-
paTMBHBIX 3a00JIeBaHUAX, MPOTEKAMUX ¢ AUPPY3HBIM
WJI MHOTOOYAaroBbIM MOPa)KeHneM MOJIKOPKOBBIX 00pa-
30BaHUIA.

B CBfI3M C PENKOCTBIO BCTpPEYaeMOCTH Oannu3ma B
HacTosilllee BpeMsi PaHIOMU3MPOBaHHbBIX Miale60-KOH-
TPOJIMPYEMBIX HCCIIeZ0BAHUI 110 JIeYeHUIO 3TOTO TUIep-
KUHe3a HeT. B pszie cydaeB 0TMedaeTcsi CaMOCTOSATe b=
HBI perpecc I'WIepKUHe3a C TedyeHueM BpeMeHU. [lyid
JledeHHsi reMubaIM3Ma 4aile BCero peKOMEeHAYIT Heli-
pOJIENTHKY, TeTpabeHa3uH, pexe BalbIIPOAThl, KJIOHA3e-
aM, TOMUpamar.

5.9. AUCTOHMNA

Z[I/ICTOHI/IH — IIOCTypaJIbHOE ABUraTeJIbHOE paCCTpOfI-
CTBO, XdpaKTepusymwliieecsa MaTOJIOTUYeCKUMU (Z[I/ICTO'
HI/I‘JECKI/IMI/I) mo3aMu W HACUJIbCTBEHHBIMU, 4allle Bpa-
aTeIbHbIMU, IBUKEHUSMU B TOM MJIM MHOW YaCTH TeJa.

9.5.1. Knaccudpukaumusa u atuonorus

Knaccudukanus JUCTOHUY 110 0COGEHHOCTSIM ee pac-
npezeseHus IpeAyCMaTPUBaeT 5 BO3MOKHBIX BAPUAHTOB:
¢boKaNbHyI0, CerMeHTapHyI0, MyJIbTH(OKAIbHYIO, TeHe-
PaJIM30BaHHYIO U TeMU/IICTOHUIO.

o ®okasbHasi JUCTOHUS — JMCTOHUS, HabMOAaeMast

B KaKOM-IO0 OJHOM pervoHe Tena: jute (6ie-
¢dapocrnasm), MbImax meu (cnacTudeckas Kpu-
Bolles), pyKe (MucYMii cnasm), Hore (JUCTOHUA
CTOTIBI) U T.JI.

o CermeHTapHasi JUCTOHUSI — CHHJPOM, Habiofa-

eMblil B [IBYX PAZOM PacHOJIOXeHHBIX (CMeXHBIX)

G vavll
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obracrsx Tena (61edapocnasm 1 OpOMaHAUOYIAP-
Hasi JWCTOHUSA; KPUBOIIES M TOPCHOHHBIM Cra3M
MBII IIJIeda; TOPTHUNENbBUC U KpypajbHas IHC-
TOHUSA U T.7.).

e MynbTudoKanbHas JUCTOHUA OTPaXkaeT TaKoe pac-
npezieJieHre IUCTOHNYECKUX CHHIPOMOB, KOTZIa OHU
HabJIO/Al0TCA B ABYX U Oosiee obiacTsAxX Tena, He
CMEXHBIX YT Apyry (Hampumep, 6iedapocnasm u
JUCTOHUSI CTOIIBI, OPOMaHANOYJISIPHAS UCTOHUS U
MUCYMIA ClTa3M U T.IL.).

e TeMHUIMCTOHUSI — CHHZIPOM, CKJIA/IbIBAIONINICS W3
GpaxuanbHOM U KPypajJbHOU IUCTOHMU HA OFHOU
MI0JIOBHHE TeJla (pPeJiko BOBJIEKAeTCs M OJHOUMeHHas
MOJIOBMHA JIMLA). [eMUICTOHUSA — BaXKHBIIA B ITPaK-
TUIeCKOM OTHOIIEHUY 3HAK, TAK KaK BCerza yKasbl-
BaeT Ha CMMITOMAaTHYeCKyl0 (BTOPUYHYIO) IIPUPOLY
IVCTOHUY Y TepPBUYHOE OpraHu4ecKoe MOpaXkeHue
KOHTpaJaTepaJbHOTO IMONyLIapus, MPHpPoOfa KOTO-
pOr0 MOAIEXUT 005I3aTEILHOMY YTOYHEHHIO.

o «[eHepanu3oBaHHas OUCTOHUSA» — TepMUH, IIpU-
MeHsIEMBIi 1151 0603HAYeHUsI IUCTOHUU B MBIIIIAX
TYJIOBUIIA, KOHEYHOCTed M yuna. JIumb K 3TOM
CUH/IPOMAaJNbHOW (opMe NPUMEeHMMBl TepMUHBI
«TOPCHOHHASI» U <«eQOPMUPYIONIAsT MbIIIeYHAS
IUCTOHUSI». 3HAUUTENIBHO peobrafaroliye B HOmy-
naumu GokanbHble GOPMBI 0003HAYAIOT TEPMUHOM
«TACTOHUS>.

Mexnay ¢okanbHBIMU U TeHepaJM30BaHHBIMU ¢(op-
MaM# JMCTOHUM CYIIECTBYIOT BeCbMa CBOeOGpasHbIe
B3aMMOOTHOIIEHNS. VI3BeCTHBI 6 OTHOCHUTENIBHO CaMO-
crosTeNbHBIX GopM (POKanbHOM aucToHuMU: Oiedapo-
crmasM, OpOMaHAMOyJsipHas OUCTOHMS (KpaHHAaJIbHAs
IUCTOHMSA), CHacTUdeckas KpuBolues (ILiepBHKajlbHad
IUCTOHMS), MHUCYMii cma3m (OGpaxuajbHas IUCTOHUSA),
crnactudeckass auchoHus (JapuHTrealbHas IUCTOHUSA),
IVCTOHUSA CTOMIBI (KpypanbHas auctoHust). Penxoit ¢op-
MO¥ ABJISIeTCSA CHHAPOM II0/] HA3BaHUEM <«TaHel] )KUBOTa».
ITos OTHOCHUTENBLHON CaMOCTOSATENILHOCTHIO 3TUX (GOpM
CJlefiyeT MOHMMATh CIOCOOHOCTH [aHHBIX CHH/POMOB
BBICTYMaTh JubO B BUJE €IUHCTBEHHOTO H30JMPOBAH-
HOTO JUCTOHUYECKOTO CHHAPOMA, KOTOPBI HUKOTZAA He
reHepanusyercs, 1100 B BHZE IepBOro 3rama OoJie3HH,
3a KOTOPBIM CJIeJlyeT CTa/isl PACIIPOCTPaHEeHHUS AUCTOHUH
Ha Jpyrue 4YacTd Tejla, BIUIOTH IO IIOJTHOW TeHepasvi-
3auuu. Takum o6pasoM, (oKaabHas JUCTOHHS MOXKET
OBITH MO0 CAMOCTOATENIBLHBIM CHHAPOMOM, KOI/ia Ha BCeX
sranax OOJe3HW K HeMy He NPHUCOENUHSIOTCS HUKAaKue
Ipyrie AUCTOHUYECKHMe CHHAPOMBI, MO0 MepBBIM MpO-
ABJIEHHEM TeHepaJM30BaHHOW JUCTOHUU. CBA3b MEXZY
(bOKaIbHBIMU ¥ TeHepaJu30BaHHBIME (HOpMaMH IUC-
TOHUM ONOCPe/IOBaHA BO3PACTOM: YeM B GoJiee crapiieMm
Bo3pacTe fie6oTupyer 3a60jieBaHue, TEM MeHee BepOsITHA
ee nocjefyoomas resepanusanusa. Hanpumep, nosisnenue
CIIACTMYECKO KpUBOIIeH y peOGeHKa HEMUHYeMO ITpeji-
BemaeT popMUPOBaHKE IeHePATM30BaHHON TOPCUOHHOM
nucroHuu. CriacTU4ecKast KpUBOLIesl B 3peJIOM BO3pacTe,
KaK MPaBUJIO, He TpaHCHOpPMUPYeTCs: B reHepaIu30BaH-
HyI0 Gopmy.

Druonorndeckas KiraccuuKaIys JUCTOHUM B HACTO-
silee BpeMs COBEPIIEHCTBYETCS U, II0-BUAUMOMY, ellle He
nprobpesia OKOHYaTeIbHbIN Brjl. OHa BKJIIOYAeT 4 pasze-
na (mepBUYHAA JUCTOHUSA, <UCTOHUA IUTIOC», BTOPUYHASA
IVICTOHNS, HaCJIeZICTBEeHHO-ZIeTeHepaTHBHbIe pOPMBI JTvIC-

TOHMH). MBI [I0J1araeM, 4To OHa AOJDKHA OBITH JOMOMHEHA
elre OZIHOM GOPMOIT — TaK Ha3bIBaeMO MCEBIOUCTOHU-
eil. IMarHoCTUKa MOYTU BceX GOPM IUCTOHUN MCKITIOUN-
TeJIbHO KJIMHUYeCcKas.
o [lepBu4HasA AUCTOHUSA.
e «JIMCTOHUSA TIJTIOC».
<> JIUCTOHUA C ApPKUHCOHU3MOM (JMCTOHHUSA, YyB-
CTBUTENbHASA K JIEBOJOIE, NUCTOHUSA, 4yBCTBU-
TeJIbHAs K arOHUCTaM fodaMuHa).
<> [JUCTOHMA C MUOKJIOHWYeCKMMHU TOZlepriuBaHus-
MU, 9yBCTBUTEJIbHASA K aJIKOTOJIIO.
e BropuyHasa AUCTOHUSA.
< JUIT ¢ aucToHWYecKUMHU (aTeTOUAHBIMU) IPO-
ABJICHUAMU.
<> OrcraBneHHas auctoHus Ha ¢pone JJLITL.
<> DHuedanutsl (B ToM urcse npu BUY-undexnnm).
< YMT.
<> Ilocje TaIaMOTOMMUH.
<> IToBpexxaeHuns CTBOJA TOJIOBHOTO MO3ra (BKJIIO-
4yas HOHTUHHBINM MUETUHOINU3).
<> TlepBUYHBII aHTUPOCHOIUIUTHBIN CUHAPOM.
<> Hapy1ueHus MO3roBOro KpoBoobpareHus.
<> ApTepHoBeHO3Has MantbdopMalus.
<> Tunokcuyeckasi SHIepaaonaTus.
<> Omyxonb Mo3ra.
< PC.
<> VMHTOKCUKanuKU (OKHUCh YIJIepoza, LuaHWUbL,
MeTaHOJ, AUCYIbPUpam U JIp.).
< Merabonuyeckue paccTpoicTBa (THIONApaTH-
peos).
<> ATporeHHas (JieBojiona, HeHPOJIENTUKY, Mperna-
paThl CIIOPbIHbY, aHTUKOHBYJIbCAHTBI).
o HacrencrBeHHble HeiiponereHepaTuBHble 3a0oiie-
BaHUS.
< X-clenyeHHble periecCHBHbIe 3a00ieBaHuUs (IUC-
TOHMSA-NIAPKUHCOHU3M, CLeNJIeHHbIe ¢ X-XPOMO-
comoii, 6one3Hb Meprbaxepa-Ilenuneyca).
<> AyTOCOMHO-7OMUHaHTHBIe 3a60JIeBaHUsA (UCTO-
HUA-TIADKMHCOHM3M C OBICTPHIM HayajioM, IoBe-
HUJIbHBIN TAPKUHCOHU3M, 60Jie3HH [eHTHHITOHa,
Mavazno-/xo3eda, HeHTaTO-pyOpPO-MANIULO-
JbIoucoBa atpodus, Apyrue CIUHOLEepebemsp-
HbIe JlereHeparum).
<> AyTocomHO-pelieccuBHbIe 3aboneBanus (6oses-
Hu BunbcoHa-KoHoBanoBa, Humana-IIuka,
GM,- u GM,-raHrjamo3u/03bl, MeTaxpoMaruie-
cKas seiikoauctpodusi, 6onesns Jlema—Huxana,
TOMOLMCTENHYPUS, T[JIyTapoBas auujeMus,
fone3np XapTHama, aTaKCHs-TeleaHTHIKTa3Us,
6onesup TlamnepBopaena—IllnaTia, (OBEHUIb-
HBIH [IepOUAHBIN TMIOQYCIMHO3, HefpoaKaHIU-
TO3 U p.).
< BeposiTHO, ayTOCOMHO-peLiecCHBHbIe 3a00JeBa-
Hus (ceMmeiiHas Kanbuudukanus 6aszaabHBIX
raHrjveB, 6one3Hb Perra).
< MuroxoHapuanbHbie Oose3nu (6onesuu JIu,
JleGepa, Apyrue MUTOXOHIpUAIbHble SHIeda-
JIONATUHN).
<> 3aboJsieBaHuUs, IPOTEKAIOIINE C CUHIPOMOM Tap-
kuHcoHusma (BII, mporpeccupyoomuil Hagbs-
JlepHbIii Napanuy, MHOKeCTBeHHas CUCTeMHas
arpodus, KOpTUKOOa3aIbHas JereHeparus).
o [lceBmoaucToHus.



5.5.2. [lepBnyHan QUCTOHMSA

[lepBuyHass AUCTOHUSI OObenuHseT 3aboyieBaHUS,
IpH KOTOPBIX OHA SBJSIETCS eAWHCTBEHHBIM HEBPO-
JIOTMYEeCKUM mposiByieHreM. OHM TOZpa3fIeNsioTcs, B
CBOIO OYepeb, Ha CIOpaJANYecKue W HACJIEe[CTBEHHbIE.
BonbmuHCTBO POPM MEPBUYHONM AUCTOHUM SIBJISETCS
CIOpaZMYecKUMy, C Ha4aJoM B 3DeJIOM BO3pacre, IpU-
4eM B OOJBIIMHCTBE CIIyYaeB TUIEPKUHE3 (POKaIbHBIN
WI CerMeHTapHbli (61edapocia3m, opoMaHANGYIpHast
IUCTOHMSI, CIACTHYeCKasi KPUBOLIEs, ClacTHYecKas Iuc-
boHuSs, NUCUMit CI1a3M, AUCTOHHUS CTOTIBI). BipoueM, B 3Ty
TPYIIy OTHOCAT U HAC/IEACTBEHHYIO IeHepaan30BaHHYIO
TOPCUOHHYIO IUCTOHHUIO.

[Ipy mepBUYHBIX POPMAX AUCTOHMU B MO3Te GOJIBHBIX
He HaXO[AT matoMOP(OIOTUIecKUX M3MeHeHHUH, Mo3To-
My HX MaToreHe3 CBS3bIBAIOT C HEMPOXMMUYECKUMU U
HepodU3NONOTHYeCKUMI HAPYIIEHUSIMA, B OCHOBHOM
Ha YPOBHE CTBOJIOBO-TIOZIKOPKOBBIX 06Pa30BaHMIA.

5.5.2.1. «AUCTOHUA NNHC>

«JI¥CTOHMS TUTI0C» 00'beIUHSET TPYIIy 3a00/IeBaHMUIA,
OTJINYAIOLINXCS KaK OT IIePBUYHON AUCTOHWHU, TaK U OT
HAaCJIeZICTBEeHHO-/lereHepaTUBHBIX GopM auctonny. Kak u
NepBUYHAs JUCTOHUSA, «JUCTOHUSA MIIOC» UMeeT B CBOel
OCHOBe HeHpOXMMHuYecKue HapylleHHUs U He COIPOBO-
XJJaeTCs CTPYKTYPHBIMY MU3MEHEHUsMU B Mo3re. B To xe
BpeMs, eCJi epBUIHbIe GOPMBI IPOSIBIISIIOTCS «IUCTOM»
JUCTOHWEeN, TO MPU <«JUCTOHUM IUIIOC», MOMUMO JHC-
TOHMYECKOTO0 CHMHZPOMa, HAONIONAIOT Jpyrue HeBPOJIO-
ruyeckue CUHApPOMbI. OmucaHbl 2 BaphaHTa <«IUCTOHUU
IUIIOC»: JWUCTOHUSA C NMApPKUHCOHU3MOM U JAWUCTOHHUSA C
MHUOKJIOHYCOM. [IMCTOHMSA C TAapKUHCOHMU3MOM BKIIIO-
YaeT HECKOJIbKO HACJTe[CTBEeHHBIX 3a00JieBaHMil, Cpesu
KOTOPBIX OCHOBHON (OpMOIi sBNIAETCA TaK Ha3bIBae-
Masl JIeBOJONIa-4yBCTBUTEIbHASA JUCTOHUSA, BKJIIOYAOIast
HeCKOJIbKO OT/Ie/IbHbIX reHeTH4ecKux BapuanTos (DYTS5,
He/I0CTaTOYHOCTb TUPO3UH-TUAPOKCUIA3bl, HeA0CTa-
TOYHOCTb OWONTEpPHHA, JUCTOHWSA, YYBCTBUTEJbHAS K
aronucram podammHa). BTOpoil BapuaHT <«IUCTOHUM
IUTIOC» HAa3BaH MUOKJIOHWYeCKOW JUCTOHUe! WY Haclles-
CTBEHHOH /IUCTOHUEN C MOJHHMEHOCHBIMHU I0JlepruBaHU-
amu (jerks), 9yBCTBUTeNBHOM K ajKoromo. IIpeioxeHo
TaK)Xe Ha3BaHUe «IUCTOHHSI-MUOKJIOHYC»>. TeH 3aboJeBa-
HUS He yCTaHOBJIeH. bose3Hb BrepBble OMKMCaHa BbIAA0-
IMMCSl OTe4eCTBeHHbIM HeBPOJIOTOM U HelpOreHeTUKOM
C.H. JIaBuseHKOBBLIM B 1926 T.

ITo pekomeHnanuu EBporeiickoil ¢peaepaiu HeBpPO-
JIOTMYeCKUX OOIIECTB K MEPBUYHON JUCTOHUM OTHECEHbI
TaK)Xe IapOKCU3MaJbHble JUCTOHUU.

5.5.3. Bropu4yHas aucToHMA

BropuyHasi AUCTOHUS pa3BUBAETCS TJIaBHBIM 00pa-
30M KaK pe3y/lbTaT BO3ZLEHCTBUS BHEIIHNX (aKTOPOB,
KOTOpbIe BBI3BIBAIOT IIOBpEXJeHUe MO3TOBOW TKaHHU.
Bropu4Has AWCTOHMA MOXeT Pa3BUBATHCA NPU O4YeHb
MHOTHUX 3a060JIeBaHUSX U COCTOSTHUSX: IepUHATATbHBIX
nopaxenusx [THC, sHnedanurax, YMT, TanaMOTOMUH,
HNOHTUHHOM MUeJINHONU3e, aHTUHOCHONTUNUAHOM CHH-
IpoMe, IPYTHX COCYAMCTHIX 3ab0JeBaHUAX MO3ra, OMy-
XOJIM MO3ra, paccestHHOM CKJiepo3e, TT000YHBIX dhdex-
TaX HEKOTOPBIX IpernapaToB (4alle BCero JeBOOIbI),
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WHTOKCUKaUUAX. MHOTHE cily4dau BTOpI/I‘{HOfI IV CTOHUHA
KJIMHUYECKU NPOABJAKTCA HE KdK YUCTasA JUCTOHUSA, a
B COYe€TaHuM C APYyrMMH HEBPOJOrM4Ye€CKMMU CUHAPO-
MaMH.

9.5.4. HacnepcTBeHHbIE
HelpoaereHepaTuBHble 3aboneBaHus

JIMCTOHMST MOXXET Pa3BUBATbCS IMPU MHOTUX HeWpo-
JlereHepaTUBHBIX 3a60JIeBaHUsAX, OOYCIOBIEHHBIX TeHe-
TUYeCKUMU HapyLIeHUsIMU. BIpoveM, 3THOOTUST HEKO-
TOpBIX 3ab0seBaHUil, TPUYUCIEHHbIX K 3TOH TpyIIe,
Hen3BeCTHA, OZIHAKO POJIb TeHeTH4ecKUX (PaKTOpOB B UX
reHese BechbMa BeposATHA. [Ipu HelipoZereHepaTUBHBIX
3a00JIeBAHUAX JUCTOHMSI MOXET BBICTYIATh B KadyecTBe
BeJlyIlero MpOsiBJIEHMs, HO Yallle COYeTaeTcsi C JPyru-
MM HEBPOJIOTUYeCKMMH CHHIPOMAaMH, 0COBEHHO C Tap-
KAHCOHM3MOM. B 3Ty TpymIly BXOAUT AOBOJIBHO MHOTO
pa3HbIX, HO [OCTATOYHO PeAKUX 3aboJieBaHUiL: auC-
TOHHUS-TIAPKUHCOHU3M, CIIelJIeHHble ¢ X-XPOMOCOMOM
(Lubag); mnucTOHWSI-MTapKUHCOHMU3M C OBICTPHIM Hava-
JIOM; I0BEHUJIbHBIN MapKUHCOHU3M (TIPU HAJIUYUM JVIC-
TOHUM); Xopes [eHTHHITOHA; 601e3Hb Mavazo—/Ixo3eda
(BapuaHT CriHOIIepebeIAPHBIX lereHepanuii); 60Je3Hb
Bunbcona—-KonoBasnoBa; 0ojie3Hb lajepBopieHa—
[maTia; TporpecCUpyIOMUil HaAbANEPHBIA Iapajindy;
KOpTHKOOa3aJbHasA ZlereHepanys; HEKOTOpble JIeHKoau-
crpoduu u Jip.

JLyisi IMarHOCTHKY MHOTHX U3 [IepeyrcieHHbIX 3a60e-
BaHUI HEOOXOAMMBI crielprIecKie GOXUMUYeCKre U
FEeHETHIECKIe TECThI, [IUTOJIOTUYECKOe U OUOXUMHUUYECKOE
VCC/eZIoBaHUe OUONTATOB TKaHeil YW Apyrue AONOJHU-
TeJibHble METO[bl AWArHOCTHKU, HO COOCTBEHHO AuC-
TOHUYECKUI CUHAPOM AUATHOCTHUPYIOT MCKIIOUUTENHHO
KJIMHUYECKU.

B oriMyMe OT AMArHOCTHUKY JIPYrUX THUIIEPKUHE30B,
IS paclio3HaBaHWs [UCTOHUM HEOOXOIMM He TOJBKO
y4eT JIBUraTeJbHOTO PUCYHKA, HO U TIATeJbHBIN aHAJN3
IVHAMUYHOCTH TUIEpKuHe3a. [leJio B TOM, YTO JIBUTa-
TeJIbHBIN PUCYHOK ICTOHUY B OT/IEJIbHBIX PErMOHAX Tesla
MOXeT ObITh HACTOJILKO DPa3HbIM, MOJMMOPQHBIM KU
HeTHUITMYHBIM, 4TO pellaiollee 3HaYeHVe B JUATHOCTUKE
9acTo MpuobpeTaeT aHaIM3 AUHAMUIHOCTH (TO €CTb CII0-
cobHOCTM K TpaHchOpPMAIUM, YCUIIEHHIO, OCIabIeHUI0
WM TpeKpalleHNI0 TMIepKrHe3a I0J| BIUSHUEM pas-
JIMYHBIX 9K30- WM HIOTEHHBIX BIUsHUIT). Peub umer o
deHOMEHe CYTOUHOI IIOKTYaluK, KynupyoieM 3 dek-
Te aJIKOTOJIf, SMOL[MOTeHHbIX U3MEeHEHUAX KINHINYECKUX
MPOSIBJIEHNI, KOPPUTHUPYIOIIMX JKecTaX, MapajoKcaib-
HBIX KHHE3WsX, MO3TAMHbIX MeTaMop($h0o3ax HEKOTOPHIX
IVUCTOHMYECKUX CHHAPOMOB U JAPYTUX JUHAMUYIECKUX
0COOEHHOCTSX.

Criexyer Takxe MOAYEPKHYTh, YTO GOJIBHOI, KaK mpa-
BUJIO, aKTUBHO HE PAaCCKa3blBAaeT O BBINIEYIOMSHYTHIX
MPOSIBJIEHUAX JUHAMUIHOCTH, [IO3TOMY HEOOXO/IUM COOT-
BETCTBYIOIIMI OTIPOC CO CTOPOHBI Bpaya, YTO MOBBIIIAET
IIAaHChI aZleKBaTHON KJIMHWYECKOW IMAarHOCTHUKU IWCTO-
Huu. Bee Zpyrie HeBPOJIOTMYECKHE CHHPOMBI, BHEIIHE
MOXOXUe MM HallOMUHAIOIIWe IUCTOHWIO (HAmpuMep,
HeIMCTOHMYeCKUi Giedpapocia3m, CIIOHANIOTeHHAS WK
MUOTeHHasi KPUBOIIesi, MHOTHe NICXOTeHHbIe CHH/IPOMBI
¥ T.71.), He 00JIa/Ial0T TaKOM JUHAMUYHOCTBIO.

G vavll
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5.5.5. [lceBpoancTOHUA

IceBnOANCTOHUSA BKJIIOYAET COCTOSHUSA TPU pa3iny-
HbIX 3a60JIeBaHUSX, KOTOPbIE BHEIIHe HATOMUHAIOT AUC-
TOHHIO (4allle BCero B CBSA3M C HAJIU4YKMeM aTOJIOTNYeCcKUX
1I03), HO IaTOreHeTU4YeCKU He OTHOCATCH K HMCTUHHOM
nuctonuu: cunapom Canaudepa [06ycioBieH ractpo-
a30¢areansHbM pediokcoM (TOP)], cunapom Vcaakca
(cuHnpoM «OpOHeHOCHa»), HEKOTOPbIe OPTOIE/ITIECKIe
U CIIOHAWJIOTeHHBIe 3a00JIeBaHuUs, PEJIKO — SIUJIENTIYe-
ckue mpucTyibl. HekoTophie 3a60ieBaHsi, COMPOBOXKIA-
IoIMecs MaToJOTUYeCKUM IOJIOXKeHHeM TOJIOBBI, TaKXe
MOT'yT UMUTUPOBATh AUCTOHHUIO.

OTzenbHO pa3pabaThiBaeTCs reHeTHYecKas Kiaccudu-
Kalus JUCTOHUI.

5.5.6. JleyeHue

[Ipu leveHNN AUCTOHKH Yallle BCETO IPUXOAUTCS MPH-
GeraTb K BBICOKMM /I03aM IIpelapaToB ¥ HCIOJIb30BaTh
KOMOUMHAIIUY JIEKapCTBEHHBIX cpefcTB (TabiL. 5.5).

Jist nevennst GOKaNbHBIX JUCTOHMI Hanboee 3pPex-
THBHBIA METOJ| JIeYeHNsI — UHBEKIUU OOTYJIOTOKCHHA A,
KOTOPBIE IOBTOPSIOT KaXkzble 3—6 Mec.

[l1s1 eveHust reHepasM30BaHHOM AUCTOHUY B IOCTIE]]-
Hee BpeMs BCe Yallle MPUMEHST TIyOOKYI0 CTUMYJISIHIO
Mo3ra. MUIIEHbIO HEHPOXUPYPTUUECKOr0 BMeEIIaTellb-
CTBa IIPY JIVICTOHUY CJY)KUT BEHTPAJbHOE MPOMEKYTOU-
HOe A1pOo TajaMyca WU BHYTPEHHUIl cerMeHT GJieJHOro
mapa. [Ipy CTUMyISIUK TanaMyca pe3yibraT BO3ZeHcT-
BUst Ha (pa3uyecKuil KOMIIOHEHT AUCTOHUHU TPOSIBIISETCS
y)Xe depe3 HECKOJIbKO IHeil, HA TOHMYeCKUil — I03Xke
(4epe3 HECKOJIbKO HeZlesb Ui MecsiteB). D PeKTUBHOCTD
rybOKOM CTUMYJISIIMU MO3Ta MPU GOKAIbHBIX ICTOHHU-
IX COMOCTABMMA C Pe3y/bTaTaMu GOTYIMHOTePAIIHH.

9.6. MMOKJII0HYC

MHUOKJIOHYC — BHe3alHOe KOPOTKOEe TOMYK00Opas3-
HOe B3/lparvBaHue MBbIIIIb], BO3HUKAIOIlee BCJIe/CTBUE
AKTUBHOTO MBIIIEYHOTO COKpaIleH!s (TI03UTUBHBIN MUO-
KJIOHYC) unu (pefiKo) MHaJeHUs TOHyca HOCTYypaJbHBIX
MBI (HeraTUBHBIA MUOKJIOHYC).

Ho3zonornyeckoil [UarHoCTUKe JOMKHO IIPe/IecTBO-
BaTh aJIeKBaTHOE CHHAPOMAJIbHOE OMKMCAHWE MHUOKIIO-
Hyca. ITocnenHuit o6naziaeT HECKOJNBKUMU CIOXHBIMH
KJIMHUYeCKUMY XapaKTepUCTHKaMU. B 4acTHOCTH, KIH-
HUYeCKUIl aHalIu3 MHUOKJIOHyCa IOJDKeH 00653aTeNbHO
yIUTHIBATh TaKe ero 0COOEHHOCTH, KaK CTeleHb reHe-
panu3aiuy 1 XapakTep paciipeziesieHus (JIOKaJIu3aluio),
BBIPA)KEHHOCTh, CHMHXPOHHOCTb/aCHHXPOHHOCTb, DUT-
MHUYHOCTb/apUTMUYHOCTD, [EePMaHEHTHOCTb/3MU3041Y-
HOCTb, 3aBUCHMOCTb OT HPOBOLMPYIONINX CTHMYJIOB,
JAUHAMUKY B LIUKJIe «GOIPCTBOBAaHUE-COH>.

[To BBIMIENpPUBEZEHHBIM XapaKTEePUCTUKAM MHUOKJIO-
HUYEeCKHe CUHAPOMBI MOTYT 3HAYUTENbHO pa3nndaThCs
y OTHeNbHBIX O0NbHBIX. TaK, MUOKJIOHYC MHOTZIA OTPaHU-
YUBaeTCs BOBJIEUeHVEM eJMHCTBEHHOM MBIIIIIBI, HO Yalre
OXBaTbIBAaeT HECKOJIBKO U JJa’Ke MHOTO MBIIIEYHbIX IPYIII,
BIUIOTh /10 MOJIHOW TeHepanu3anuy. MHUOKIOHHYeCKue
B3/IparvBaHus OBIBAIOT CTPOTO CMHXPOHHBIMU B PAa3HBIX
MBIIIIAX JU60 aCHHXPOHHBIMH, GOJIbIIel 4acThbi0 OHU
APUTMUYHBI U MOTYT COMPOBOXAATHCS TUOO HE COMpPO-
BO/IAaTbCS JBIDKEHHEM B cycTaBe. X BbIPa)X€HHOCTb
crocobHa BapbUPOBATh OT €/JBa 3aMETHOTO COKPAIIeHHUsI
70 pe3Koro oO0Iero B3AparvBaHus, CIOCOOHOTO MPH-
BECTH K MajleHui0 60JIbHOr0. MHUOKJIOHUU MOTYT ObITh
OJVHOYHBIMUA WU TOBTOPSIOIIMMUCSH, OYeHb CTOWKHU-
MU 1060 QIIOKTYUPYIOUIMMH WM CTPOTO TMapOKCU3-
MaJIbHBIMHU (HamprMep, SMHUJIeNTHYeCKHe MUOKJIOHUH).
OCLIUIIATOPHBI MUOKJIOHYC OTJIMYAaeTCs] BHE3AIHBIMU
(«B3pBIBHBIMU») BW)KEHUSMHU, UJISMIUMUCST HECKOJIb-
KO CeKyHZI, OHU OOBIYHO BBI3BIBAIOTCS HEOXHUIaHHBIMU
CTUIMYJIAMHU WJIY aKTUBHBIMH [IBI)KEHUSIMU. BBITENAT
CIIOHTaHHble MHUOKJIOHUM (WIM MUOKJIOHUU IIOKOS) U
pedieKTOpHbIe, MPOBOLUPYEMble CEHCOPHBIMU CTHMY-
JlaMU Pa3HOM MOJAJBbHOCTU (3PUTEIbHBIMHU, CIyXOBBI-
MU WJIM COMaTOCEeHCOPHBIMH). CyIIecTBYIOT MUOKJIOHUH,
BBI3bIBaeMble TPOM3BOJILHBIMU JIBIDKEHUSAMHU (aKLIHOH-
Hble, WHTEHIMOHHble M IOCTypaJbHble MUOKJIOHHH).
HakoHel, ©3BeCTHbI MUOKJIOHWH, 3aBUCAIINE U He 3aBU-
cslMe OT LKKJIa «BoApCTBOBaHMe—COH»> (MCYe3aroliye
U He MCYe3aloNve BO CHE, MOSBJIAIONINECS TONBKO BO
BpeMs CHA).

I[To pacmpeziesieHHIO BBIZENSAIOT POKANbHBINA, cerMeH-
TAapHBIN, MyJIbTHGOKANBHBIHM 1 TeHepal30BaHHbIA MHO-

Tabnuua 5.5. [TekapCTBEHHbIE Npenaparbl, NPUMEHsSeMbIe 4151 CUMMNTOMATUYECKOTO SIEYEHNs AUCTOHMM

HavanbHasa po3a, | TepaneBTu4eckas f03a,
Mpenapat Mr/eyT Mr/eyT Ocobble pekomeHaaLuu
JleBogona + kap6ugona 125 750-1000, pa3geneH- Mpu foha-4yBCTBUTENbHBIX ANCTOHMSAX. CneayeT HadnHaTb
Hble Ha 2-3 npuema NieYeHne AMCTOHNIA B JETCKOM W NOAPOCTKOBOM BO3pacTe C
neBoaoNbl. [onyYeHHbIA NONOXUTENbHbIA 3ChEKT Ha ManbIx
[03ax CNY>XIUT NOATBEPXAEHNEM AnarHo3a goda-3aBrncumMoii
ANCTOHMM
TpurekcudpeHnann 1-2 [o 120, pasgeneHHble MoBbiwark [03y 04eHb MeAneHHO. CpeaHss adhdekTnBHas
Ha 2-4 npuema no3a konebnetcs o1 8 4o 50-60 mr/cyT. [IoCTMXKEHNE BbICO-
KNX 103 BO3SMOXHO Y MONOAbIX NaLeHTOB
baknodeH 5-10 120 -
KnoHazenam 0,51 6-8 -
TeTtpabeHasuH 25 o 75 -
TuaaHngux 2 24 -




KJIOHYC (aHAJOTMYHO CHHJPOMAJbHON KiaccudUKanuu
JVICTOHUH).

I[TpencraBiieHHy!O Bblllle KIMHUYECKYI0 XapaKTepUCTH-
Ky MHOKJIOHyca (WM, MHAaye ToBOps, CUHAPOMAaJIbHbIN
aHanaM3) OOBIYHO JOMONHAIT MAaTOPU3MOIOTUYecKOi U
3THUOJIOTUYECKOM KIaccupuKaryei.

5.6.1. Knaccudpukauus

9.6.1.1. MATO®N3NOJIOrMYECKAA KNACCNOUKALINA

ITaTodu3nomorudeckas KiaccupuKamus MUOKIIO-
HyCa yKa3blBaeT Ha MCTOYHUK ero reHepal B HEPBHOU
CHCTeMe:

e KODKOBBII (COMaTOCeHCOpHAs KOpa);
NOJKODPKOBBIN;

CTBOJIOBO# (peTUKYJIAPHBIN);

CIIMHAbHBIMN;

nepudepudeckuil (IpU MOPAKEHUU CIMHAIBHBIX
KODEIIKOB, CIIJIETEHN 1 HEPBOB).

[ToaKOpKOBBIN M CTBOJIOBOM MMOKJIOHYC HEKOTOpBIe
ABTOPBI 0OBEIMHSIOT B OfIHY TPYIIIY.

e KOpKOBBIM MMOKJIOHUSIM NpeAIIeCTBYIOT H3Me-
HeHus1 Ha DD B ¢opMe CrMalKoOB, KOMILJIEKCOB
«CHalK-MesiJleHHass BOJHA» WM MeJAJIEHHBIX
BOJIH. JIaTeHTHBIN nepuon Mexzay D3I- nu BDMI-
paspszaMU COOTBETCTBYeT BpeMeHU IpOBeeHUs
BO30YIK/IeHHsI 110 MUPAMUIHOMY TPAKTy. KOpKOBBIit
MHOKJIOHYC MOKeT OBbITh CIIOHTAHHBIM, TPOBOIM-
PYeMBIM JIBHKeHNeM (KOPKOBBIN aKIIMOHHBINA MHO-
KJIOHYC) WM BHEIIHUMU CTUMYyJIaMU (KOPKOBBIN
pedieKTOpHBbIi MUOKIIOHYC). OH GbIBaeT GoKasb-
HBIM, MYJIBTH(OKATLHBIM WU TeHepaIn30BaHHBIM.
KOpKOBBI# MUOKJIOHYC Yalile ObIBAaEeT AUCTaTbHBIM
Y BO3HMKaeT B CruOaTensix; HEPEOKO COYeTaercs C
KO)XeBHUKOBCKOW 3IWJIEIICHEH, PKeKCOHOBCKUMU
U BTOPUYHO-TeHepaJnu30BaHHbBIMUA TOHUKO-KJIOHU-
YyecKMMM npuctynamyd. OTMedaroT NaToJoruyecKoe
yBenudeHne amrnTyznsl CCBII (BrutoTs 10 Gopmu-
poBanus ruraurckux CCBIT).

e IIpu IOZKOPKOBOM MUOKJIOHYCE BpeMeHHbIe CBA3U
Mexay DOI' u DMTI He npocnexusaroTcs. Pa3psansl
Ha DB MOryT cnenoBaTh 3a MUOKJIOHUSAMHU WU
BOBCe OTCYTCTBOBaTb. ITOZIKODKOBBIN MMOKJIOHYC
MOXeT reHepHpOBaThCA TaJAMYCOM U IIPOSBJISET-
sl TeHepaM30BAHHBIMU, YaCTO OHJIaTepaTbHBIMU
MUOKJIOHUAMU.

e PeTUKyNApHBI MUOKJIOHYC T€HEpUPYeTCs B CTBO-
Jie MO3ra BCJIeZICTBME MOBBINIEHHOH BO30yAUMO-
CTH Kay[aJbHOU YacTU PeTUKYJIpHO# dopmanuu,
B OCHOBHOM TMI'daHTOKJIETOYHOTO $7ipa, OTKyZa
MMITyJIbChI PACIPOCTPAHAIOTCA KayAalbHO (K CIU-
HaJIbHBIM MOTOHEMpPOHaM) U POCTPaNbHO (K KOpe).
PeTuKynApHBII MMOKJIOHYC 4acTO XapaKTepusy-
eTcsl reHepaJM30BaHHBIMU aKCHUAJIbHBIMU T0jiep-
TMBaHUSAMY, IPU 3TOM IIPOKCHMAaJbHble MbILILIEI
BOBJIEKAIOTCS GOJIbIlle, YeM AUCTaibHbE. Y HEKO-
TOPBIX OOJNBHBIX OH MOXeT ObITh (OKATBHBIM.
PeTUKyJISIpHbIA MUOKJIOHYC MOXET ObITh CIIOHTaH-
HBIM, aKI[MOHHBIM U pedieKTOPHBIM. B oTiune ot
KOPKOBOTO, IPX PETUKYIAPHOM MUOKJIOHYCE OTCYT-
CTBYIOT CBA3b MEX/y U3MeHeHuAMY Ha DDI u OMI,
a Taxxe rurantckre CCBII. YcuneHs! nojaucuHamn-
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TH4ecKre pedeKcsl, HO He KOPKOBBIN BbI3BaHHBIMH
OTBeT. PeTHKy/IApHBI MHOKJIOHYC MOXET Hano-
MUHATh YCUJIEHHBIM CTapTi-pediekc (mepBUYHAS
TUIEePIKIUIEKCHUs).

e CHMHAJbHBIA MHOKJIOHYC MOKeT BO3HMKAaTb IpU
uH(bApPKTaX, BOCMAIUTEJbHBIX U JlereHepaTUBHBIX
3ab0/IeBaHUAX, OIYXONsAX, TPaBMax CIUHHOTO
MO3ra, CMHAJIbHON aHecTe3u! U T.J. B TUNWYHBIX
cIy4asx OH GpOKaJbHBIN UM CerMeHTapHBIN, CIIOH-
TaHHBIN, PUTMUYHbIH, He YyBCTBUTENIEH K BHEIIIHUM
CTUMyZaM Y, B OTJIMYMe OT MUOKJIOHUII 1lepe6pasib-
HOTO IIPOUCXOX/EeHHS, He McJe3aeT BO BpeMs CHa.
ITpn cnuHANbHOM MUOKJIOHYce DMI-aKTUBHOCTbL
CONPOBOX/aeT KaXk/0e MbIIIeYHOe COKpallieHue, a
DOT-KOppenAThl OTCYTCTBYIOT.

Ecnn natodu3nonornyeckyo KnaccupuKamuio IoIbl-
TaThCsl <IPUBSI3aTh> K KOHKPETHBIM 3a00JI€BAHUAM, TO
OHa OyzieT BBIMIAZIETH CIIEYIOMNM 00pa3oM.

e KOpKOBBI MUOKJIOHYC: ONYXOJIX, AaHTMOMBI, JHIe-
banmutel, MeTabomyeckre sumedaonatun. Cpeau
IereHepaTUBHBIX 3a00JIeBaHUIT B 3Ty IPYIIY BXO-
OAT [IpPOrpeccUpyloliye MHUOKJIOHYC-3IUJIeIICUU
[MHOKIIOHYC-2IMJIeNICHsl C «PBaHbIMU» KPaCHBIMU
BosiokHamu (curzgpom MERRF), mMurtoxoHzapu-
anpHasA SHIePaTOMUONATHA C JIAKTAT-alU/i030M
U MHCYJIbTOMOJOOHBIMU 3MHU30AaMK  (CHHIPOM
MELAS), nunumo3si, 60se3ub Jladpopsl, Hepous-
HBIA JUNOQYCINHO3, CeMefHBII KOPKOBBI MHUO-
KJIOHUYeCKUil Tpemop, Oosie3sHb YH}peppuxTa—
JIynpbopra ¢ BapuaHTaMy OanTHUICKOTO U Cpesy-
3eMHOMOPCKOTO MHUOKJIOHYCA, LleJIaKus, CUHAPOM
AHrenbMaHa, [eHTaTo-pyOpO-MaIn/0-IbI0UCOBa
aTpo¢us|, OBeHWIbHAs MUOKJIOHWYECKas BIIU-
JIeTicysl, MOCTAaHOKCUYecKUi MUOKJIOoHyC JI3Hca-
Omamca, BA, 6one3nb Kpeiitiipenbaa—Ikoba,
xopesi TeHTMHITOHA, OJMBOIOHTOLEpebeIsipHas
nereHepanusi, KOpPTUKOOa3ajbHasi JereHeparusi.
Ko>XeBHUKOBCKas 3IWJIENCUs, IOMUMO KJIeLeBOro
sHIledannTa, MOXKeT ObITh CBSI3aHa C SHIIEPATUTOM
PacMyccena, MHCYZBTOM, ONYXOJSAMH U B PeAKUX
cnyyaax — ¢ PC.

o JlonkopkoBeli MHUOKJIOHYC: BII, MHOXecTBeHHas
cucTeMHasi aTpodus, KOPTUKO-Oa3ajibHas jere-
Hepauusa. K 3To# rpynme ciefyeT OTHECTH BeJO-
NaJaTUHHBIM MHOKJIOHYC (MAMONATUYeCKuil, TpH
VHCYJIbTe, ONYXOJIAX, PACCessHHOM cKilepose, YUMT,
Helipo/iereHepaTUBHBIX 3a00JIeBaHNUSAX).

e CrnMHaJIbHBII MUOKJIOHYC: BOCIIAJIIUTEIbHAS MUEJIO-
[aTusA, ONyXOJH, TPABMBI, AllleMUYecKass MUesona-
TUA U 1P.

o Tlepudeprueckuit MUOKJIOHYC: TIOBPeXIeHNUS epu-
¢depudeckux HEPBOB, CIIETEHUI U KOPEIIKOB.

5.6.1.2. 3TUONOTNYECKAS KJIACCUDUNKALIUA

CresryeT OTMETUTD, YTO TaTOQU3UOTIOTHYECKUI MeXa-
HU3M HEKOTOPbIX MUOKJIOHMYECKHAX CHUH/IPOMOB /IO CHX
0P [JI0XO U3BECTeH, I03TOMY GoJiee yIOOHOI /1isi Bpaya
cJleflyeT CYUTATh, O-BUAVUMOMY, STHOJOTUIECKYIO Klac-
cuuKaluio, MoAPaseAIONyI0 MUOKJIOHYC Ha 4 TPyII-
bl pUBMONIOTUYECKHIA, 3CCEHIMAJIBHBIA, SMUIENTHYe-
CKUM, CUMIITOMAaTH4eCKUil (BTOPUYHBII).

o Du3noNIOrNYecKUil MUOKJIOHYC.

<> MMOKJIOHUY CHA (3aChIMAHUSA U TPOOYIKIEHMS).
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<> MUOKJIOHUY HCIyTa.

<> MMOKJIOHWY, BbI3BAaHHbIE MHTEHCUBHOU Qu3nye-
CKOY Harpy3KoMu.

<> Mxora (HeKOTopble ee BAPUAHTHI).

< JlobpoKavecTBeHHbIE MIafleHuecK e MHOKJIOHUH
IIpY KOPMJIEHUHN.

DCCeHIMANbHBIA MAOKJIOHYC.

<> HacnencTBeHHBIMI CMHAPOM MUOKJIOHYCA-JUCTO-
HUM (MHOXeCTBeHHBIN mapamuokyionyc ®pus-
pelixa UM MUOKJIOHWYEeCKas JUCTOHHUS).

<> Ho4HO}l MHOKJIOHYC [IepuoAuvyecKue IBHXKe-
HUsI KOHEYHOCTEH, CUHAPOM GEeCIIOKOMHBIX HOT
(CEH)].

OnulenTUYecKuil MUOKJIOHYC.

<> K0o)XeBHUKOBCKasl 3MUJIEINCUs.

<> MuokoHnYecKre abCcaHChI.

< VHbaHTUIbHBIE CIIa3MBbl.

<> Cunzpom Jlennokca-Tacro.

<> IOBeHuNIBPHAsA MMOKJIOHHUYECKAS
(cungpom fAHua).

<> IIporpeccupyoomas MHUOKJIOHWYeCKas SIUJIel-
CU U HeKOTOpble Apyrue 3MUJIeICUUA pPaHHero
BO3pacTa.

CuMIITOMaTU4YeCKUI MAOKJIOHYC.

< Bone3uu HakomeHus: 6oie3Hs Tener Jlagopsl,
GM,-ranrnuosunos (6onesun Tesa-Cakca),
LIePOU/IHBII JUIOPYCINHO3, CHANHA03, H0JIe3Hb
Towre.

<> HacnmencTBeHHble fereHepaTHBHbIe 3ab0JieBa-
HMA MO3XedKa, MO3TOBOIO CTBOJIA Y CIIMHHOTO
Mo3ra (crmuHoOLepebesipHble JlereHepalun):
GanTuiickuii MuOKIOHYyC (60e3Hb YHpeppuxTa—
Jlynpbopra), cpeAn3eMHOMOPCKUI MHOKJIOHYC
(cunzipom Pamsasi—Xanra), atakcus @puspeiixa,
aTaKCUsA-TeleaHTUIKTa3us.

< JlereHepaTuBHble 3a00JeBaHWsS C MperMYyIle-
CTBEHHBIM MOpaKeHHeM 6a3ajbHbIX T[aHIJIUEB:
6one3Hb BuibcoHa-KoHOBanoBa, TOPCHOHHAA
nuctonusi, 6one3np layuepBopaeHa—Illnaria,
KOpTUKOGa3anbHasi JlereHepanus, Mporpec-
CUDYIOLIMI HagbALepHBIM Iapanund, Xopes
TeHTUHITOHA, MHOXXeCTBeHHasl CUCTeMHas aTpo-
¢bus u np.

<> JlereHepaTuBHble [€MEHLIUU:
Kpeitriidenbaa—dkoba.

<> BupycHble 3HIledanuThl (TeprHeTUdecKuil 3HIe-
banut, MOROCTPBIN CKIEPO3UPYIOMHUI MaH3H-
tedanurt, 3unedanruT DKOHOMO, apOOBUPYCHBIN
aHIedanuT U 1p.).

< Merabonyeckue sHLedanonatiuy (B TOM YHCIIe
MUTOXOHJpUaibHble, a TaKXe IPU Ie4eHOYHON
WM TO0Ye4YHOM HeJOCTaTOYHOCTH, AUAIU3HOM
CUHApOMe, TUIOHAaTpUeMHUM, TMIOTIUKEMUU U
1ip.).

<> Toxcmyeckue sHIedanonatuy (MHTOKCUKALMN
BUCMYTOM, aHTUJeNpecCaHTaMH, aHeCTeTHKa-
MM, JIUTHEeM, aHTUKOHBYJIbCAHTAMH, JIEBOZOIOMH,
unruburopamut MAO, HeliposienTuKamu).

<> DHIedasonaTuu, BbI3BAHHBIE BO3/EHCTBUEM
¢usmdeckux (GaxTOpoB (MOCTTUMOKCHYECKUH
cuapoM JlaHna-bDramca, MOCTTpaBMaTH4e-
CKUII MUOKJIOHYC, TellJIOBOH yZap, 3JIeKTPOLIOK,
ZleKOMIIpeccus).

SNuIencusa

BA, 6omne3Hs

<> ®oxkanpHoe nmopaxenue ITHC (uHCynbT, Helipo-
XUpyprudeckue onepauuy, onyxoay, YMT).
<> IloBpexaeHusa ClIMHHOIO MO3Tra.
e [IcuxoreHHbI MUOKJIOHYC.

5.6.2. ®u3nonornyecknit MHOKNOHYC

®Du3nonorudeckuil MUOKJIOHYC MOKeT BO3HHUKATh IIPU
OTpe/ieJIeHHbIX 00OCTOATENLCTBAX Y 3/J0POBOTO 4eJioBe-
Ka. B 3Ty rpynmy OTHOCAT: MUOKJIOHMM CHa (3achlma-
HUsL 1 TPOBYK/IEHNs); MUOKJIOHUK HMCITyTa; MUOKJIOHHUH,
BbI3BaHHbIE MHTEHCUBHO QU3MYeCKOiT HArPY3KOI; UKOTY
(HeKOTOpBIe ee BapHAHTHI) U 10OPOKAaYeCTBEHHbIE MUO-
KJIOHUU MJIaZileH1leB [IpY KOPMJIeHUH.

e IlHorza ecrecTBeHHble QU3NOIOTUYECKIE B3APAru-
BaHUs MPY 3aCHIMAHUY U TPOOYKIEHUN Y TPEBOX-
HBIX JIAL MOTYT CTaTh IIOBOZAOM /s ONACeHU! U
HEeBPOTUYeCKUX ITIepPeXUBAHUH, OJHAKO OHU JIeTKO
YCTPAHSAIOTCA PallMOHAJIbHON IICUXOTepanyen.

e MUOKJIOHUH KCIyTa MOTYT ObITh He TONBKO QU3HO-
JIOTUYeCKMMHU, HO M NAaTOJIOTMYecKuMu (CTapTi-
CUHZIPOM).

o UHreHcuBHasi (u3nyecKas Harpyska crnocobHa
BBI3bIBATh eJMHUYHbIE TPAH3UTOPHbIE MUOKJIOHHYe-
CKHe COKpallleH!s J0OpPOKayeCTBEHHOTO XapaKTepa.

e llxoTa — 4acTblii ¢peHOMEH. B OoCHOBe 3TOro CUM-
NTOMA JIEXXUT MUOKJIOHMYECKOe COKpalleHue Aua-
¢parMbl ¥ JAbIXaTeNbHBIX MBINIL. MUOKJIOHUSA
MOXeT OBITb KaK (U3MONOTHYecKO (HampuMep,
nocje IepeefjaHusl), Tak U IaTOJOTMYecKoi (Ipu
3abonepanusix JKKT win, pexe, OpraHOB IPyJHON
KJIETKH), B TOM 4HCJie Opu 3a00JieBaHUAX HEpPB-
HO# cucTeMbl (pa3zpakeHWH uadpparManbHOro
HepBa, IIOpa)keHU!U CTBOJIA TOJIOBHOIO MO3ra WJIH
NOBPEXeHUN BepXHUX LIeHHbIX CerMeHTOB CIKH-
HOro Mo3ra). IkoTa Mo)xeT ObITh BbI3BaHA TOKCHU-
4eCKUMH BIUSHUAMU. HakoHell, 0Ha MOXeT OBITh U
YUCTO NICUXOTeHHOM.

5.6.3. IcceHuUanbHbIi MUOKNOHYC

DCCeHLIMaNbHbI MUOKJIOHYC — JOBOJIBHO DeAKoe
HacJe/icTBeHHOe 3aboseBaHue. CyIlIeCTBYIOT KaK cemeii-
Hble (HacjleoBaHWE ayTOCOMHO-ZIOMHUHAHTHOE), TaK U
cnopaguyeckre Gopmbl. BojesHb HauMHaeTcsi Ha 1-ii
U 2-7 feKaze XWU3HU U He COIPOBOXIAETCS APyrd-
MU HEeBPOJIOTMYECKUMU W INCUXWYeCKUMU HapylleHU-
AMU, U3MeHeHuss Ha DB orcyTcTByrOT. KimHudeckue
MIPOSIBJIeHUs1 BKJIIOYAIOT HeperyJspHble, apUTMUYHbIe U
aCMHXPOHHBIE TIO/IePIUBAHNUA U B3[]ParvBaHUsA C MYJIBTH-
($OKaJIbHBIM WM TeHepaJu30BaHHBIM paclpesieleHneM
MUOKJIOHMH. TlocnenHre yCUIMBAKOTCA NIPOU3BOJILHBIMU
neroxkeHnaMu. CCBII He yBenuyeHbl fjake BO BpeMs
MUOKJIOHUYECKOTO IBVXKEHHUsI, YTO CBUMETEIbCTBYET O
ero IMOAIKOPKOBOM MPOUCXOXIeHWH. DT0 3abojieBaHUe
70 HeJlJaBHerO BpPeMeHM Ha3bIBaJOChb MHOKECTBEHHBIM
napamuokonycomM @puzpeiixa. ITocKonbKy HpU HeM
BO3MOXHbI IUCTOHUYECKVE CUMITOMBI (TaK Ha3bIBaeMbIii
IVCTOHUYECKUI MMOKJIOHYC), a caM CHH/POM YyBCTBU-
TeJleH K aJIKOTO0JII0, MHOKeCTBeHHBI! NapaMUOKJIOHYC U
MUOKJIOHAYECKYI0 AMCTOHUIO CeroJiHS CYUTAIOT OHUM
U TeM e 3a00JieBaHMeM U Ha3bIBAIOT HACJIEACTBEHHBIM
CHHZIPOMOM MMOKJIOHYCA-AACTOHUN.



Eme onHOit ¢OpMOIl 3CCEHIMANbHOTO MHOKJIOHYyCA
CYMTAIOT HOYHON MMOKJIOHYC, M3BeCTHBIN IOJ Ha3Ba-
HHUeM <«Ilepuofuveckue [BWXEHUS KOHEeYHOCTeil» (Tep-
MUH, TIPe/JIOXKEHHBIN B MeXAYHApOAHOU Kiaccuduka-
LMY HapylleHu#l cHa). DTO pacCTPOICTBO He ABJAETCA
WCTUHHBIM MMOKJIOHYCOM, XOTSl M BKJIIOUYEHO B COBpe-
MeHHbIe KJIacCUPUKAIUN MUOKIOHUYECKUX CHH/IPOMOB.
3aboseBaHne XapaKTepU3yeTcsi 3MU30/jaMH MOBTOPSIO-
IIMXCS, CTePEOTUIHBbIX [IBWKEHUH B HOTax B BUZe pas-
rubaHusi U crubaHusi B Ta300e[peHHBIX, KOJEHHBIX U
TOJIEHOCTOIHBIX CYCTaBaX, KOTOpble BO3HUKAIOT BO BpeMs
noBepxHOCTHBIX (I-II) cTaguil cHa ¥ 9acTo CONPOBOX/A-
I0TCA JUCCOMHAYECKUMHY PacCTpoiicTBaMu. [IBIKeHUA He
COMPOBOX/IAIOTCS M3MeHeHUssMU Ha DOT uiu mpobyx-
neHueM. Ilepuoanudeckue ABUXKeHNUS BO CHe MOTYT code-
taTbcs ¢ CBH. ITocnenHuil xapakTepusyeTcsl BHe3alHO
HACTYMAMUMU U OBICTPO HApPACTAOIIUMU TapecTe3u-
sMH B HOTaX, BO3HUKAIOMIUMU OOBIYHO Tepell HAavaioM
CHA U BBI3BIBAIOLIMMHU HENPEOJONUMYI0 MOTPeGHOCTD
aBuratb Horamu. KopoTkoe JBM)XeHHe HOTON MOMEH-
TaJIbHO YCTpaHsIeT omlyiieHue guckomdopra. Ipu oboux
cuHApPOMax 06bIYHO 3 DEKTUBHBI TPernapaThl JTeBOOIIbI
u OeH30/1Ma3enuHbI (Yalle KIoHa3emaM) 1 OlUaThl.

5.6.4. InunenTMYECKMn MUOKNOHYC

[Ipy 3nUIenTUYeCKOM MHUOKJIOHYCe B KJIMHUYECKOU
KapTHHe JOMUHMUPYIOT MHOKJIOHHWYEeCKHe TPUCTYIIBI,
OZIHAKO OTCYTCTBYIOT IPHU3HAKU B3HIedasonaTuy, IO
KpaliHell Mepe B HaYaJbHbBIX CTAUAX. DIWICNTUYeCKUI
MHOKJIOHYC MOXeT IPOSIBJIATHCA B BUJIE N30JIMPOBAHHBIX
SNWJIENTUYECKUX MHUOKJIOHWYECKUX IOJiepTMBaHUi NpU
epilepsia partialis continua (KOXXeBHUKOBCKOI 3IHUJIeIN-
cr), POTOCEHCUTUBHON SIUIIETICUH, HIMONATHYeCKOM
«CTUMYJ-4yBCTBUTEJIbHOM» MMOKJIOHYCe, MHOKJIOHU-
yeckux abcancax. K 3Toi rpymme OTHOCAT W TPyIIy
IeTCKUX MUOKJIOHHUYeCKHMX JSMUJIeNncuil ¢ Gojee passep-
HYTBIMU IIPOABJIECHUAMU: I/IH(l)aHTI/UIbHI)Ie CI1a3Mbl, CHUH-
apoM JlenHokca—TacTo, 10BeHUTIBHYI0 MUOKJIOHUYECKYIO
SMMUJIENCHIO STHIIA, TPOTrpeccupyoy0 MUOKJIOHNYECKYIO
SMUJIENCHIO, PAaHHIO MMOKJIOHWYECKy0 3Hiedasona-
THI0, 100POKAYECTBEHHYI0 MUOKJIOHNYECKYIO STIUJIETICUIO
MJIaJIeHIIeB.

5.6.4.1. KOXXEBHUKOBCKASA 3MUNENCKA
(EPILEPSIA PARTIALIS CONTINUA)

KoxeBHukoBckass osnunencus (epilepsia partialis
continua) NepBOHaYaJIbHO ONKCAHA KaK OJVH U3 BapuaH-
TOB XPOHMYECKON GOPMBI KIJIEIIeBOTO BeCeHHe-JIeTHEro
sHIledaInTa, OHA TPOSBISAETCS MOCTOSHHBIMU (OKaJb-
HBIMU HU3KOAMIUIUTYIHBIMU PUTMUYHBIMU KJIOHUYECKH-
MM MBbILIIEYHBIMU COKpALleHUAMU (KOPKOBBI MUOKIIO-
HyC), BOBJIEKAIOIMMHU OZIHY 4acTb Teja. dale BoBJeka-
F0TCS MBIIIIIBI JIMLA ¥ JUCTAbHBIX OT/eJI0B KOHEYHOCTEH.
[TomepruBaHus MOCTOSIHHBI, OHU MPOJOJDKAIOTCS O0bIU-
HO MHOTO JIHE#l ¥ Jja)Ke JIeT, MHOIZia HabJIo/ialoT BTO-
PUYHYIO TeHepalu3alldl0 B TOHUKO-KJIOHWYeCKUHN Ipu-
CTyI. AHAJIOTWUYHBIA CUHZIPOM, HO C IPOTPECCUPYIOIUM
TeyeHHeM, OnucaH mpu 6oiee audGPy3HOM MONyLIAPHOM
Hopa)keHN! (XpOHMUYecKUi sHIedanuT PacmycceHa), ero
HO30JI0TMYecKas CaMOCTOATeIbHOCTb OCTAeTCsl CTIOPHOM.
CHHIpPOM KOXeBHMKOBCKOW 3MUJIENICUU ONMCAH TaKXe
Ipu Takux 3aboneBaHUAX, Kak abcuecc, rpaHyiema,
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HHCYJIBT, CyOypaibHasi reMaToMa, onyxob, YMT, Heke-
TOTHUYECKOe THIePIINKeMUYecKoe COCTOsiHUeE (0COOEHHO
[PV HAJIMYHMY TUTIOHATPUEMIH), TIeueHOYHas SHIedao-
natusa, PC, cungpom MELAS. OnucaHel U ATPOreHHbIE
bopMbI (IEHULWJUTUH U IIP.).

9.6.4.2. MMWOKNOHWYECKWUE ABCAHCbI

CpenHuii BO3pacT Hayaja SMUJIENCUU C MUAOKJIOHHU-
wqeckumu abcancamu (cunzipom Taccunapu) — 7 jet (OT
2 no 12,5 ner). Bue3anHoe Hauyano abcaHca COMpoO-
BOX/IaeTcs OuIaTepaJbHbIMU PUTMUYECKMMU MHOKJIO-
HUYECKVMH B3[parvBaHUsMU, KOTOpble HabJIOAA0T B
MBIIIIIAX [JIeYeBOro 10sica, PyKax ¥ HOrax, MBIIIIIbI JIUIA
BOBJICKAIOTCA B MeHbLIEH CTeneHU. JIBI)KeHUS MOTYT
HapacTaTh B MHTEHCHBHOCTHU U IPUOOPETaTh TOHUYECKUI
xapakTep. KopoTkue B3zparuBaHus (jerks) v TOHIYecKue
COKpAIIIEHUST MOTYT OBITh CUMMETPUYHBIMU WJIN MPe0s-
JlafaTh Ha OJHOM CTOpPOHe, BBbI3bIBAS IIOBOPOT TOJIOBBI
U TynoBullla. Bo Bpems IpucTyna TakXe BO3MOXXHBI
OCT@QHOBKA /IbIXaHWSI U HEIPOM3BOJIbHOE MOYeMCITyCKa-
Hye. YTpaTa CO3HAHUS BO BpeMs abcaHca MOXET ObITh
[IOJIHOW WM TapuuanbHOU. KaXAbll 311304 MHOKJIO-
HUYecKoro abcaHca MOXeT poosnkaThest ot 10 1o 60 c.
[Tpuctynbl MOTYT BO3HHMKAaThb MHOTO pa3 B JleHb, OHU
yJalaioTcs B yTpeHHMe 4achl (B TeueHue 1-3 4 mocie
npoOyxzeHus). B penxux ciaydasx HaGIIOAAIOT SMU30.bI
craTyca MUOKJIOHMYeCKHX abcaHCcoB. B GOJbIIMHCTBe
caydaeB abCaHChl COYETAIOTCS C reHepanu30BaHHBIMU
CYZIOPO’KHBIME MPHUCTYIIAMK, KOTOPble 0OBIYHO XapaKTe-
PU3YIOTCS HeBBICOKOM yacToToi (mpumepHo 1 pa3 B MecC
Wi pexe). YacTo HabJIONAIOT CHUXKEHUE MHTEJUIEKTa.
JJOBOJIHO TUIIMYHA Pe3UCTeHTHOCTh K aHTUKOHBYJIbCAH-
TaM. DTUOJIOTUS Heu3BeCTHA, UHOTAA OTMeyaloT IeHeTH-
4eCKyl0 IIpeipacioloXeHHOCTb.

5.6.4.3. UHOAHTUNIbHBIE CNA3MbI (CUHAPOM BECTA)

WHudanTUIbHBIE cria3Mbl (cuHApPOM Becra) oTHOCAT
K BO3pacT-3aBUCHMBIM BSmujencusiM. [lepBble MpPOsB-
JieHusi 3a00JieBaHKsT BO3HUKAIOT B 4-6 Mec. CHHAPOM
XapaKTepu3yeTcsl TUOMYHBIMU NPUCTYNIAMU, 3a7I€P3KKOH
YMCTBEHHOT'O pa3BUTHUSA U rurncaputMueii Ha DOT (Hepe-
TyJSIPHOY BBICOKOBOJIBTHOM Me/JIEHHOH CITaliK-BOJHOBOU
aKTUBHOCTBIO), YTO U JIeTJI0 B OCHOBY TpHazbl Becra.
VHbaHTUIIbHBIE CTTa3Mbl 0OBIYHO XapaKTePU3YIOTCS CUM-
METPUYHBIMHM, OUaTepabHbIMK, BHE3AIHBIMUA U KOPOT-
KAMU COKPAIIeHUSIMUA TUNWYHBIX TPymnH MbImi (¢iiek-
COpHble, HKCTeH30pHble U CMeIIaHHble crma3Mbl). Yaiie
HaOJII0AI0T (JIeKCOPHBIE CIa3Mbl, KOTOpPbIE IPOSIBIIS-
I0TCS KOPOTKUM TOKJIOHOM (€eCd BOBJIEKAIOTCSI MBIIILIBI
UBOTA), IPX 3TOM PYKU COBepIIAlOT ABMKeHUe IIpuBe-
ZleHusl U oTBeZieHU . [IprUCTyIbl HAKJIOHOB TYJIOBUIIA U
MIpUBeZIeHNS pyK HAaIOMUHAIOT BOCTOYHOE [TPUBETCTBUE U
NOJIyYUJIM Ha3BaHUe «CajlaaMOBble NPUCTYINbI». YacToTa
IIPUCTYIIOB CHUJIBHO BapbUpyeT (B TSKEJNbIX CIy4asX OHU
BO3HUKAIOT HECKOJIbKO COTEH Pa3 B CYTKH). BolbIINMHCTBO
MIPUCTYIIOB TPYNIMPYIOTCA B KJIaCTePhI, OHU Yallie BO3HU-
KaloT yTPOM TI0CJie TIPOOYXKIAEHUS WU NPK 3aChIIaHUM.
Bo BpeMsi mpucTyIia HHOT/IA HAOMIOAAIOT JIeBUALIMIO TJ1a3
U HUCTarMOWZHBIe JBIDKeHUs. VH(aHTHIbHbIE Ca3MBbl
MOTYT OBITh BTOPUYHBIMU (CUMITOMATHYECKAMU), UIHO-
MATUYeCKUMHM W KDUITOT€HHbIMU. BTOpHYHBIE (HOPMBI
OITMCaHbI TPU MePUHATAJIBHBIX MTOPAXKEHUX, MHEKIUAX,
HepebpanbHbIXx MaibpopMalusix, Ty6epo3HOM CKJIepo-
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3e, TpaBMaX, BPOXEHHBIX HAPYIIEHUSX MeTaboM3Ma,
ZlereHepaTHBHBIX 3aboseBaHusX. MHbAHTUIbHBIE CITa3-
MbI crenyer nuddQepeHIPoOBaTh ¢ JOOGPOKaueCTBEHHbI-
MU He3MUIeNTUIeCKUMU WHQAHTUIBHBIMU CITa3MaMU
(mo6poKayecTBeHHbI MUOKJIOHYC MIIAZIEHIIEB), TOCIe-
HUH He COMPOBOX/AeTcsl AMUJIeNTUYeCKUMHU pa3psafaMu
Ha DOT 1 caMOCTOATEILHO MPOXOUT B BIMIKAMIIIIE TOIbI
(mo 3 ner). B mambHedmeM y 55-60% neteit ¢ uHdpaH-
THWIBHBIMU Clla3MaM{d MOTYT BO3HMKATh JpPYyTHe THIIbI
npuctynos (cuHzapoM JlenHokca—TacTo).

5.6.4.4. CHHOPOM JNIEHHOKCA-TACTO

Cunzpom JleHHOKca-TacTo XapakTepusyeTrcsa TUIINY-
HbIMUA W3MeHeHUssMU Ha DD [paspsibl KOMILJIEKCOB
«CraiK—Me/iJieHHas BOJIHA» C MeHbIllei yacToToi (2 It),
9YeM IpU TUMUYHbIX abcancax (3 Tir)], 3amepKKoi mcu-
XUYEeCKOr0 PasBUTUS U OCOOBIMM THMAMK IPUCTYIIOB,
BKJIIOYasi MHOKJIOHWYeCKHe B3[parvBaHus, aTUINHAYHbIE
abcaHChl U acTaTUYecKre MPUCTYIbl (IMUIENTHYeCKre
JpoI-aTaKy, akuHeTH4ecKre IPUCTYIIb).

CuHIPOM OOBIYHO HAYMHAETCS C BHE3AIHbIX TaJeHHH,
IIPUCTYIIbI CTAHOBATCA YaCTHIMHU, BO3HUKAIOT SNUJIeNTHYe-
CKHe CTaTyChl, yXYIIIAIOTCS UHTEJUIEKTyaIbHble QYHKIIUY,
BO3MOXXHBI PacCTPOWCTBA JIMYHOCTU U XPOHUYECKUe ICH-
x03bl. TIpumepHO y 70% JeTeil ¢ 3TMM CUHAPOMOM HabJI0-
JIAl0T TOHUYeckue MpUCTynbl. OHU KOPOTKYe, IPOAO0JIKa-
IOTCS HECKOJIbKO CeKyHJ M HPOSIBISIOTCA (JIeKCOPHBIMU
IBIDKEHUSIMY TOJIOBBI U TYJIOBUIIA JIMOO pa3rubaTesbHbIMU
IBVDKEHUAMH, a TaKkKe JieBHalyell I71a3 WIM NafieHueM
60516HOTO. [IPUCTYIIBI MOTYT OBITH ACHMMETPUYHBIMU KK
NperMyIecTBeHHO OfHOCTOPOHHUMH. VIHOrZa 3a TOHM-
YeCKOW CTajueil ciefyeT aBTOMAaTU4ecKoe IOBeZleHNe.
BonbIIMHCTBO TOHNYECKUX IIPUCTYIIOB Pa3BUBAETCS BO CHe.

Arunuynble abcaHChl HABMIOAIOT MPUOIM3UTENHHO
y Tpetu GOJNbHBIX ¢ cuHApoMOoM JleHHOKca-Tacro. OHu
GoJiee AMTeNbHBIE, YeM TUMUYHbIE abCAHCHI, U COMPO-
BOXIAIOTCS Pa3HOOOPa3HBIMU [IBUTATENbHBIMU (eHO-
MeHaMU (KMBaHUAMH, MHOKJIOHyCaMH B JIHMIle, TOCTY-
panbHBIMU peHOMeHaMH U [p.). [IOMUMO aTOHUYeCKUX
Y TOHMYEeCKUX IPUCTYIOB, TUINHWYHBl MUOKJIOHUYECKHUe
Y MHOKJIOHMYeCKM-aTOHUYeCKye MPUCTYIIbI, TaKXKe IpU-
BOJISINIIME K TAZIeHUsIM GOJIBHOTO (SMUIENCHU C MUOKJIO-
HUYeCKU-aCTaTU4eCKUMU MPUCTyNaMu). BO3MOXHBI U
Zpyrve TUIbl NIPUCTYIOB (reHepaju30BaHHbIe TOHUKO-
KJIOHMYeCKre, KJIOHWYecKue; NaplyaibHble MPUCTYIIbI
HabmiozaT pexe). Co3HaHUE OOBIYHO OCTAETCS SCHBIM.
Jruonorndeckn 70% caydaeB cuHzApoma JIeHHOKca-—
T'acTo cBA3aHbI ¢ NepUHATAIbHBIMYU OBPEXAEHUAMU.

5.6.4.5. OBEHWJIbHAAl MWOKJIOHWYECKAS aNUNIENCUA
AHLA («UMNYNbCUBHBIE PETIT MAL>)

IOBeHUIbHASA MMOKJIOHMYecKasA snwiencusa SHnoa
(«uMITyJIbCUBHBIE petit mals) HaYMHaeTCsA Ha 2-i IeKazne
XKU3HU (4aile Bcero B 12-24 rona) U xapakTepu3yeTcs
MMOKJIOHUYeCKUMH MPUCTyNIaM{, BpeMeHaMM CBS3aH-
HbIMU C TeHepaJu30BaHHBIMUA TOHHUKO-KJIOHUYeCKUMHU
IpUCTYIaMK ¥/uin abcaHcaMil. JJOMUHUPYIOT MHOKJIO-
HUYeCKHe MPUCTYIIbl, XapaKTepU3yoIyecss BHe3aHbIMU
KOPOTKUMH OUJIaTepaIbHO-CUMMETPUYHBIMY 1 CHHXPOH-
HBIMU MBIIIEYHBIMU COKpalleHUAMU. JIBU)KeHUs 3aXBa-
THIBAIOT TJIABHBIM 06PA30M IJIEYH U PYKH, PEXKe MBI
TYJIOBUILA U HOT. IIpUCTyIIBI eJMHUYHbIE WM IPYIIUDY-
I0TCA B KJ1acTepbl. BOJIbHON MOXeT ynacTb Ha KOJIEH! BO

BpeMs [IPUCTYyIa. Bo BpeMsA MUOKJIOHMYECKUX IIPUCTYIIOB
CO3HAaHUEe OCTAeTCs] COXPaHHBIM, [jaXKe eCld OHY MOABJIA-
I0TCS cepueli Uy B KapTUHe MUOKJIOHWYeCKOro 3MuJen-
tryeckoro cratyca (5C).

Tenepann3oBaHHbIe TOHUKO-KJIOHWYECKUE ITPUCTYIIBI
B OOJILIIMHCTBE CIIy4YaeB MOABNAIOTCA Mocne (B CpeHeM
yepe3 3 rozia) Havyajaa MUOKJIOHUYECKUX IIPUCTYIIOB.

B TUIMMYHBIX CTydasx MPUCTYI HAYMHAETCS C MUOKIIO-
HUYeCKUX NOJepruBaHuii, HapacTaloOmuX 110 WHTEHCHUB-
HOCTU [I0 TeHepalnl30BaHHOIO MMOKJIOHYCAa, KOTODBIH
[epexXO[UT B reHepaau30BaHHbIA TOHMKO-KJIOHUYECKUI
IPUCTYN. DTa TUNWYHAsA KapTUHA IOJy4Yuia Ha3BaHuUe
«MUOKJIOHUYeCKUil grand mal> («AMIyIbCUBHBIN grand
mal», <«KJIOHUKO-TOHUKO-KJIOHMYECKUI MPUCTYII»).
[TpucTynbl NOABNAIOTCA IIOYTU MCKJIIOYUTETBHO IOCTe
YTPEHHEro mpoOyKAeHHs.

A6caHcbl 06bIYHO HABTIOAAIOT B ATUITMYHOM BapUaHTe
U TosBNIAIOTCA y 15-30% 6OJbHBIX B CpeliHeM BO3pacTe
11,5 net. lHTesU1IeKT OOBIYHO He CTPazIaer.

5.6.4.6. TAXEJIAl MUOKJIOHUYECKAS 3NMUNENCUA
MNAQEHLEB

Tsxemass MHUOKJIOHMYECKAss DIWJIENCUS MJIaJieH-
L[leB HauMHaeTcs Ha 1-M roxy xusHu. CHauyanla MMEIOT
MeCTO TeHepaJn30BaHHble WJIM OJHOCTOPOHHME KJIO-
HUYeCKHe MPHUCTYNbl Ge3 MpOoAPOManbHbIX CHMITOMOB.
MuokIoHMYecKre NOJepruBaHus U NapLuaibHble MpU-
CTyIbI OOBIYHO TMOSBIISIIOTCS TMO3%Ke. MHUOKIOHUYEeCKHe
MIPUCTYIIBI YaCTO MOSABJAIOTCA B OZIHOW pyKe UJIH ToJioBe,
a MoTOM TPaHCHOPMUPYIOTCS B reHepaTn30BaHHbIE; BO3-
HMKAIOT OHM OOBIYHO HECKOJBKO pa3 B /IeHb. Takxe
MOTYT TOSIBUTHCS aTUMUYHBIE aOCAHCHI ¥ CJIOKHbIE TTap-
L[MaJbHble TIPUCTYNbI C aTOHUYECKUMHU WU a/[BepCUB-
HbIMU (peHOMeHaMK OO aBTOMaTU3MaMu. XapaKTepHbI
OTCTaBaHMe B NMCAUXOMOTOPHOM DPa3BUTUU U TOSIBIeHHE
MPOTPECCUPYIOLIero HeBPOJIOTHMYeCKOro AedUIUTa B BUJie
aTaKCUK ¥ MUPAMUTHOTO cuHApoma. Y 15-25% 60JIbHBIX
BBIABJIAIOT HACJIE[ICTBEHHYIO OTATOLIEHHOCTD 110 SIHJIEN-
cuu. MPT crienudpuyeckrx OTKJIOHEHWIA He BBISBIISET.

5.6.4.7. PAHHASA MWOKNOHWNYECKASl 3HLE®AJIONATUA

Panuss MHOKIOHNYecKas sHIedanonaTys HauuHaeT-
cA Ha 1-M MecsIle XU3HUA. XapaKTepHO paHHee Haydaso
MapLUUaIbHbIX MUOKJIOHUYECKUX 3MUIeNTUYeCKUX B3Jpa-
TUBAHUN, K HUM IIPUCOeJUHAIOTCA MPOCTble Mapluaib-
Hble NPUCTYIB! (AeBUalMA a3, alHO3 U 7p.), 3aTeM
00Jiee MacCUBHBII WM IeHepaJM30BaHHbIA MHOKJIOHYC,
TOHMYeCKue ClIa3Mbl (BO3HUKAIOT 1103)Ke) U Ipyrrie TUIIbI
IPUCTYIOB. XapaKTepHbl TMIOTOHUSA MBIIII TYJIOBUIIA,
IBYCTOPOHHUe NUpaMU/Hble 3HAKH, BO3MOKHO BOBJIe-
JyeHue Nepudeprdeckux HepBoB. Hapymraercs mcuxo-
MOTOpHOe pasButHe. PeGeHOK TGO yMUpaeT B mepBbie
2 rona Xu3HU 160 BIaZaeT B epCUCTUPYIOLee Berera-
TUBHOE COCTOSIHMe. DTHOJIOTUS TOUHO HeU3BeCTHa.

95.6.4.8. 1ObPOKAYECTBEHHASI MWOKJIOHNYECKASA
INUNENCUA MIAEHLIEB

JlobpokayecTBeHHAsi MHOKJIOHUYECKAs SIUJIENCUs
MJIaJieHI[eB OOBIYHO HAYMHAETCS C MHUOKJIOHHUYECKHX
B3/IparBaHUil Y HOPMAajJbHOTO B IPOYUX OTHOLIEHUAX
pebeHKa B Bo3pacre Mexny 4 Mec u 3 rogamu. Yaire 60e-
I0T MajJb4yuKU. MHUOKJIOHWYecKHe B3[paruBaHUs MOTYT
ObITh C1ab03aMeTHBIMKM, HO CO BPEMEHEM CTaHOBSTCS



O4yeBUZIHBIMU. IIOCTEIIEHHO MPUCTYIBI reHepanu3yoTcs,
BOBJIEKAas] TYJIOBUINE W KOHEYHOCTH, YTO TPHUBOAUT K
KMBaTeJIbHBIM JIBIDKEHUSIM I'OJIOBBI U IOIBEMY PYK B CTO-
POHBI, a Tak)Xe (JeKCHY HIKHUX KOHedHOcTed. Moxer
Hab/I0ZaThCs IeBUALUS I71a3 BBEPX, BO3MOXHO TaKXe
BHe3aIHOe MazieHne 60ybHOr0. MHUOKJIOHWYECKUe TIpu-
cTynbl KopoTkue (1-3 c), MOTYT BO3HUKAaTb HECKOJIBKO
pa3 B zmeHb. Co3HaHMEe OOBIYHO OCTAETCS COXPAHHBIM.
Jpyrve TUIbI IPUCTYIIOB OTCYTCTBYIOT.

5.6.5. CUMNTOMATHYECKNiI A MUOKIIOHYC

CuMnroMaTuyecKuil (BTOPUYHBIA) MUOKJIOHYC pa3-
BHMBAeTCs B PAMKaX Pa3MYHbIX HEBPOJIOTHYECKUX 3a60-
JIeBaHUH.

5.6.5.1. bOJIE3HU HAKONNEHUA

Bose3Hyn HaKOIUIeHWs IIpefCTaBJIeHbl PAAOM 3aboe-
BaHWM, IIPY KOTOPBIX BBIABIAETCS XapaKTepHbIA Habop
CHH/IPOMOB B BUJIE SNMJIENTUYECKUX NPUCTYIIOB, IeMeH-
LIUY, MAOKJIOHYCA ¥ HEKOTOPBIX HEBPOJIOTUYIECKUX U JIPY-
TUX [IPOsABJIeHNH. MHOTMe U3 3THX 60JIe3Hel HaUMHAIOTCA
B MJIaJIeHYeCKOM WJI IETCKOM BO3pacTe.

bonesHb Jlachopbl

Bonesub Jladpopsl — penxoe 3abosieBaHue, Haceny-
eMoe 110 ayTOCOMHO-PeleCCHBHOMY THIy. 3aboJieBaHUe
nebGroTupyer B 6-19 jier. XapakTepHbI reHepaM30BaH-
Hble TOHUKO-KJIOHMYeCKue 3IUJIeNTHYecKre MPUCTYIIbI,
KOTOpbIe HepeJKO COYeTaIOTCA C MaplUaIbHBIMU 3aThl-
JIOYHBIMM TIAPOKCU3MaMU B BHUJIe IMPOCTBIX 3PUTENbHBIX
TaJUTIOLMHALM, TOSBJIEHUS CKOTOM WM OoJiee CIIOX-
HBIX 3PUTEJIbHBIX PACCTPOMCTB. 3pUTeNbHbIE MAPOKCU3-
Mbl — XapaKTepHbIii pu3Hak Gose3nu Jladopsl, y 50%
NAllMeHTOB OHM BO3HUKAIOT YK€ HAa PaHHUX CTaufaX
3aboeBaHus. Bckope pa3BUBaeTCs TAXKEINblil MUOKJIOHHU-
YeCKUHU CUHIPOM, KOTOPBIA HepeKO 3aTylIeBbIBAET [IPU-
COeMHUBLIYIOCA aTakcuio. OnucaHa TpaH3UTOpPHAs KOp-
KOBas CJIeNoTa. B TepMUHaJIbHOH CTafuU Pa3BUBAETCs
TsDKeNast leMeHIyst, 60JIbHble TIPUKOBAHbI K mocrenu. Ha
DO — snmienTuyeckass akTUBHOCTh B BUIe KOMIIJIEKCOB
«CralK—MezJieHHas: BOJIHA» U <IOJUCHalK—Me/IeHHas
BOJIHA», OCOBEHHO B 3aThLIOYHBIX 0671acTsxX. B amarHo-
cTrKe GOJIbIIOe 3HAUeHKe PUAI0T 0OHAPYKEHUIO TeJel
Jladopsl B GronTaTe KOXK B 00J1aCTH Hpenriedbs (Ipu
CBETOBOM MMKpOCKONMH). JleTaNbHBIN MCXO[ HACTymaeT
Yepe3 HeCKOJIbKO JIeT OT Havasia 6oJie3Hu.

Gm,-ranrnuo3ngo3 (6onestb Tea-Cakca)

Gm,-raurmmosuzno3 (6onesns Tes—Caxca) Hacienyer-
€51 0 ayTOCOMHO-PELleCCUBHOMY THITy U 1eGI0THpPYeT Ha
1-M rofy *XM3HU C 3a[epXKU NCUXUYECKOro pa3BUTHUA,
B HEBPOJIOTMYECKOM CTaTyce BBIABJISAIOT IIPOrpeccupy-
IOLyI0 TeHepaln30BaHHYIO0 TMIIOTOHUIO, CJIEIOTy, yTpa-
Ty BCeX MPOU3BOJIBHBIX ABIDKeHUH. [MIOTOHUA CMeHA-
eTCsl CHACTUYHOCTBIO U OMNKUCTOTOHYCOM, Pa3BUBAIOTCSA
SNUJIeNITUYeCKHe TeHepalnl30BaHHble UM IapluajbHble
MHOKJIOHUYecKUe MPUCTYIbL, Treyosencus. [Ipu ocmoTpe
JIa3HOTO JIHA BBIABJIAIOT CUMIITOM <BHUIIHEBOH KOCTOY-
KWU». BoJIbHBIE yMUPAIOT HA 2—3-M rOZly XU3HU.

LiepongHblii nunogycumHos

LlepouzHblil MUMOPYCUNHO3 XapaKTepU3yeTcsl OTJIO-
xeHureM junonurmenToB B ITHC, remarouurax, cepaey-

IKCTPANMNPAMNAHBIE CUHLAPOMbI 211

HOM MbllIle, ceTyaTKe. BBIZENAIOT HECKONbKO THUIIOB
[[epOUTHOTO JTMIIOQYCUNHO3a: UHGAHTUIbHBIN, TO3MHUH
UHOAHTWIBHBIN, PAHHUI IOBEHWIbHBIA (WU TIPOMEXKY-
TOYHBI), I0BeHUJIbHBIN, B3pOCbIX. IIpy Bcex BapuaHTax
LIeHTPaJbHbIM IIPOSABIeHUEM SBJIAETCS IPOrpeccUpyro-
mas MHUOKJIOHYC-3MUJIeNcusl. DJIeKTPOHHAsA MUKPOCKO-
MsI KOXKU U TUMQOLUTOB BBIABIAET XapaKTepHBbIe Ipo-
¢buu B BUZIE OTIEYATKOB TaJbIIeB.

Cuanupo3s

e MMUOKJIOHYC C <«BHIIHEBOM KOCTOYKON» OTHOCUT-
¢ K cuanuzosy I tuma. B ocHoBe 3aboseBaHus
JIeXUT NedUIT HelipoaMUHUZA3bl (THII HACc/Ieno-
BaHMs — ayTOCOMHO-DeleCCUBHBIN). 3abosieBaHue
HaunHaeTca Mexzny 8 u 15 romamu. OCHOBHBIE
CUMIITOMBI: HapylleHUA 3peHUs, MUOKJIOHUM U
reHepaJn30BaHHble 3NUJIeNTAYeCKre IPUCTYIIBL.
MuOKIOHYC HabIIOAAIOT B MTOKOE, OH YCHINBAETCS
IpY TPOU3BOJIbHBIX /IBUKEHUSAX WU NpPU IMPUKOC-
HoBeHNU. CeHCOpHasA CTUMYJIALUA [POBOLMPYET
pasBUTHE MAaCCUBHBIX OMIaTEPaTbHbIX MUOKJIOHUIA.
Haubosiee TUMUYHBIM CUMIITOMOM SIBJISIETCS MHUO-
KJIOHYC MHUMUYeCKON MYCKyJaTyphbl: CIIOHTaHHBIH,
HeperyJIApHbIH, C IPeUMYLIeCTBEeHHOM JIOKaIU3aliy-
el BOKpYT pra. JInleBoil MUOKJIOHYC COXpPaHAeTCA
BO BpeMs CHa. XapakTepHa aTakcus. Ha riazHom
JlHe — CHMIITOM <«BUIIHEBOH KOCTOYKU», MHOT/IA —
IIOMYTHEHHUE CTeKJIOBUAHOrO Tena. TedeHue Ipo-
rpeccupyomee. Ha D3I — KOMIUIEKCBI <«CIadK-
MeJ|JIeHHas BOJIHA», COBMAZaloliue C reHepaan3o-
BaHHBIMU MUOKJIOHUSIMU.

e Jlpyras peznkas ¢popma CHanIni03a — raJakToOCHa-
mzo3. IIposaBnseTca HeZOCTaTOYHOCTBIO TalaKTo-
3uzassl (onpenesnsioT B tuMdonurax u Gpubpobdia-
CTax), 4TO MpOABJSAETCSA YMCTBEHHOH OTCTaNOCThIO,
aQHIMOKepaTOMOiA, XOHAPOANCTPOdUel 1 HU3KOPOC-
JIOCTBIO, ATAJIENTUYECKAMU IPUCTYIaMU U MUOKJIO-
HUYeCKUM TUTIePKUHE30M.

bone3Hb Mowe

Bonesnp Tome w3BecTHa B Tpex ¢dopmax: UHOaH-
TUABHOH (Tun I), oBeHunbHO! (Tun II) u XpoHKUYecKoH
(tun III). Wimenno III Tun uHOrAa MOKeT MPOSBIATH-
s IpOrpeccupylollell MUOKJIOHYC-2IMJIeNICHeld, a TaKxe
CIUIEHOMeranueil, CHI)KeHHeM HHTeJUIeKTa, MO3)KeuKo-
BOM aTakcuei, NMApaMUAHBIM cuHApOoMOoM. Ha DBOT —
SNUJIeNTHYeCKasA aKTUBHOCTD B BUJIe KOMIIJIEKCOB <«I10JIM-
Crlaifik-Me/|JieHHas BOJIHa», B OT/ENbHBIX CIyYasix yBeJu-
uuBaercsi ammiutyna CCBIL. B 6GuonTaTax pa3ivvHbIX
OpraHoB, TMMPOIUTAX U KOCTHOM MO3Te 0GHAPYKUBAIOT
HaKOILIeHHs [TTI0KOLiepe6po3uza.

5.6.5.2. HACJIE[ICTBEHHbIE JEFTEHEPATUBHbIE
3ABOJIEBAHUA MO3XEYKA, MO3roBoro CTBosnA
1 CMWHHOI0 MO3TA (CMWHOLEPEBEJUIAAPHBIE
NETEHEPALINN)

bonesHb Yutheppuxta-Jlynpbopra

Bonesub VHbeppuxra-JlyHnb6opra — Haubonee
u3BecTHass popMa TaK Has3bIBaeMbIX IIPOrPeCCUPYIOLINX
MUOKJIOHYC-3MIJIeNCHi. [leTanbHO UCCIef0BaHbl 2 MOmy-
nAnun GONMBbHBIX 3TOM GoJe3Hbio: B OUHIAHANK (3TOT
BapUaHT MHOKJIOHYCA HeJIaBHO Ha3BaH BaITHHCKAM MUO-
KJIOHYCOM) U B MapcejibCKoii rpynne (cuHApoM Pam3sas

G vavll



PA3LEN Il

212 HEBPOJTOTM4ECKNE CMHOPOMbI

XaHTa, TaKXe Ha3blBaeMblil CpeJU3eMHOMOPCKUM MHUO-
KjoHycoM). Oba BapuaHTa O00JafalOT CXOXel KIIMHU-
9YeCKOil KapTUHOM, BO3PACTOM Havaja 0OJIe3HU U THIIOM
HacjeZoBaHUA (ayTOCOMHO-pellecCUBHbIN). IIpumepHO
B 85% cny4aeB Gone3Hb HauMHaeTcs Ha 1-2-i1 nekaze
*u3HU (6—15 neT). OCHOBHbIE CUHAPOMBI — MUOKJIOHU-
YeCKUU U 3MUJIENTUYECKAN. DIWIENTUIeCKe IPUCTYIIbI
yamle HOCAT KJIOHUKO-TOHHMKO-KJIOHHWYeCKUI Xapakrep.
AKIVOHHBI MMOKJIOHYC IIOCTENIeHHO IIPOrPecCUpyeT U
CTaHOBUTCSI OCHOBHBIM /Ie3aJJalTHPYIOIUM (HaKTOPOM.
MruokioHyc MoxeT TpaHCHOPMUPOBATHCS B IPHUCTYIL
Takxe BO3MOXHBI €1ab0 BbIpaKeHHAsl aTaKCUs U MeJl-
JIEHHO IIporpeccupylollee CHYDKeHe HHTeJUIeKTa. JIpyrue
HeBpOJIOrMYecKre CUMITOMBI He XapaKTepHBbI.

Atakcua ®pugpeixa

Atakcus ®puppeiixa, TOMUMO [PYTUX CHMIITOMOB,
MOXXeT IPOSABIATBCA ¥ MUOKJIOHUYECKUM CHHAPOMOM.
3aboseBaHNe HauMHAETCsA /IO 3aBepileHUs Mybeprara
(B cpenHeM 13 jeT), TUIWYHBI MeZJIEHHO IIPOTPeccupy-
Iolas arakcus (CeHCHUTHBHAS, MO3)KeYKOBasg WM CMe-
IIaHHAas), TUPAMUHBINA CUHAPOM, AUcOa3usi, JU3apTPHs,
HHUCTarM M COMaTH4ecKue HapymeHUs (KapAHOMHUOIA-
tusi, CII, nedopmanuu ckejera, B TOM 4KCJe CTOIA
@punpeiixa).

5.6.5.3. HACNIE[ACTBEHHbIE ETEHEPATUBHbIE
3ABONEBAHNA C NPEWMYLLECTBEHHbIM MOPAXEHUEM
BA3AJIbHbIX TAHTTINEB

bone3ub BunbcoHa-KoHoBanosa

Bonesnb BunbcoHa-KoHoBanoBa 4acTo pa3BuBaeTcs
B MOJIOZIOM BO3pacre Ha ¢pOHe CHMIITOMOB II€4€HOYHOH
mucHYHKIUM U TPOSABIAETCA IMOMMMOPPHBIMU HEBpO-
Jorr4eckuMHy (pa3/iuyHble BapUaHThI TPEMOpA, XOpewu,
IVCTOHUY, AaKMHETUKO-PUTHUAHOTO CHHJPOMA, MUOKIIO-
Hyca), IICUXMYeCKUMU ¥ COMaTU4YecKUMU (TeMOpparu-
4YeCcKUH CUHZPOM) paccTpoiictBamu. ViccienoBanue Mes-
HO-6eJIKOBOrO 06MeHa U BbisiBJieHHe Koibija Kaiizepa—
@eiimepa MO3BOJAIT MOCTABUThH ITPABWJIBHBIA JAWa-
THO3.

TopcuoHHaA OUCTOHUS

TopcroHHasA AUCTOHUSA AOBOJBHO YACTO COYETAETCS C
MHOKJIOHYCOM (KaK ¥ C TPEMOPOM), HO 0COOEHHO XapaK-
TepHO TaKoe coYeTaHUe AJI CUMITOMAaTHIeCKO MUOKJIO-
Huveckoit aucronun (6one3Hb BunbcoHa—KoHoBamoBa,
nocTaHIehaTUTUIeCKUN TapKUHCOHU3M, JIU30COMHbBIE
00JIe3HM HAKOIIEHWS, OTCTaBJIeHHasl [TOCTAHOKCUYeCcKast
IVICTOHUS U [Ip.) U HAC/e/[CTBEHHOTO CHMH/pPOMa JUCTO-
HUU-MHOKJIOHYCA.

bonesub MannepsoppeHa-Linatuya

Bonesus Tlannepsoppena-Illnaria — peznkoe cemeii-
Hoe 3abosieBaHuMe, HaYMHaOmeecs B eTctse (1o 10 yer)
U XapaKTepusyiolieecsi mporpeccupypomieir aucbasueit
(medopmaryist cTom M MeZJIEHHO HapacTalolias PUTHUL-
HOCTb B KOHEYHOCTSX), IM3apTpuei u ieMeHuueil. ¥ 50%
GOJIbHBIX OOHAPYXKUBAKOT Te WM WHble TMIEePKUHE3bI
(xopeto, AUCTOHUIO, MUOKJIOHYC). B OTHenbHBIX ciyya-
AX OMHUCAHbI CIACTUYHOCTD, SIHIENTHUYeCKIe IPUCTYIIb,
NUTMEHTHbBIH PeTUHUT, aTpodusi 3puTenbHOrO HepBa. Ha
KT wimm MPT — kapTuHa mopakeHusi GJieJHOTO Imapa
B CBSAI3M C HAKOIUIEHHEM jKeJle3a («IJla3a TUTpa»).

KopTuko6asanbHas feresepauns

Kopruko6asanbHas zereHeparysi OTHOCUTCS K 3a00-
JIeBaHUAM, TIPU KOTOPBIX MUOKJIOHYC CYUTAIOT JOBOJILHO
TUINWYHBIM CUMIITOMOM. IIporpeccrpyromuii akuHeTUKO-
PUTHJIHBIA CHH/POM Yy OGOJBHOTO 3pesoro BO3pacTa,
COIPOBOX/JAIOIINICA HENPOU3BOJIBHBIMU JIBIXEHUSMU
(MUOKJIOHYC, JHUCTOHHUS, TPeMOp) U JaTepanr30BaH-
HON KOpKOBOI AuCOYyHKIMel (ampakcus KOHEYHOCTH,
CUHZIDOM YY)KOM PYKH, PacCTPOWCTBA CJIOXHBIX BHJOB
YyBCTBUTEILHOCTH) MO3BOJIAIOT 3al0J03PUTh KOPTUKO-
GasanbHyIO JereHepanuio. B ocHOBe 3a060JieBaHMS JTEKUT
acMMMeTpH4HasA JIOOHO-TeMeHHas aTpodusA, WHOTAA
BoIABJsAeMas Ha KT i MPT.

HexoTopble 3a60J1eBaHuMs1, IPOSIBISIONIAECS JeMeHI[H-
ei, Haipumep BA, u ocobento Gosesub Kpefitiudenbma—
sIkoba, MOTyT COIIPOBOK/IATHCS MUOKJIOHYCOM. B IiepBoM
CJlyyae Ha IepBbIA IJIaH B KJIMHUYECKON KapTHHE BBIXO-
IWUT JIeMEHIUS HeCcOCyJUCTOr0 TWIA, & BO BTOPOM —
IeMeHIMsT ¥ MHOKJIOHYC BO3HHMKAIOT Ha (OHe JPYrHx
MPOTPEeCCUPYIOMINX  HEBPOJOTUYECKUX CHUHJPOMOB
(nMpaMUIHBINA, MO3)KEYKOBBIH, MUJIENTUYeCKUN U 1p.)
Y XapaKTepPHbIX M3MeHeHU! DDI (Tpu- u nonudasHas
aKTUBHOCTb OCTPO¥ GOpMBI ¢ aMIuTynoit 10 200 MKB,
BO3HUKaIoIas ¢ yacrotoit 1,5-2 I).

9.6.5.4. BUPYCHbIE JHLEGANNTDI

BupycHble 3HIe(anuTsl, 0c0OeHHO 3HIEPAIHT,
BBI3BAHHBINI BUPYCOM IIPOCTOTO TepIieca, MOAOCTPHIH
CKJIepO3UpyoIMi 3HIedanut, 3HIeATUT DKOHOMO
U apOOBUMPYCHBIN 3HIEDATUT, YaCTO CONPOBOXKAAOTCS
(Hapsily C JIPYrMMH HeBPOJIOTMYECKMMHU ITPOSIBJIEHHUS-
MHU) ellle 1 MHOKJIOHYCOM, KOTOPBIii SIBJISIETCS OBOJIBHO
XapaKTepHBIM 3JIeMEHTOM UX KJIMHUYEeCKO! KapTHHBL.

5.6.5.5. METABOJINYECKME JHLIE®ANONATUK

Merabonudeckrie sHiepasonaTuy mpu 3a60TeBaHMUSIX
neyeHy, IO/KeNyIOYHOMN JKee3bl, T0YeK, JIerkux, HOMU-
MO pacCTPOMCTB CO3HAHMSA, YaCTO MPOSABIAIOTCA TaKUMU
CUMIITOMAaMH, KaK TpeMOp, MUOKJIOHYC, ATUJIeNTHIecKue
npuctynsl. HeraTMBHBINM MUOKJIOHYC (aCTEPUKCUC) B BBIC-
IIeil cTereHy XapakTepeH [Jisi MeTaboIMIecKux sHieda-
JIOTIATHH, B 3THX CJIy4asix OH OOBIYHO ABYCTOPOHHUII U
MHOT/Ia BO3HUKAeT BO BCeX KOHEYHOCTSAX (U laXKe B HIK-
Hell 4enmocTH). ACTEPUKCHC MOKeT UMeTb Kak KOPKOBOe,
TaK U MOJKOPKOBOE ITPOUCXOXKeHHe.

Ocobyto rpynmy Merabosmndeckux 3HIedasonaTui
COCTaBJIAIOT HEKOTOPble MUTOXOH/IPHAJbHbIe 3a00JeBa-
HUS, CONPOBOXAAIONINECS MUOKJIOHYCOM, — CHH/IPOMBI
MERRF u MELAS.

Cunppom MERRF

Cunzipom MERRF Hacnenyerca mo MUTOXOHJpPUAJb-
HOMy THIly. Bo3pact Hauana 3abosieBaHUS BapbHUpyeT
or 3 1o 65 jner. HauGosee TUMUYHbIE MPOSIBIEHUS —
CUHJPOM IPOTpecCUpyloliell MUOKJIOHYC-3MUJIeNCUN, K
KOTOPOMY IPUCOeJVHAIOTCA MO3)Ke4KOBasd aTaKCUsd U
ZeMeHIXsA. B ocTasbHOM KJIMHMYeCKas KapTHHA OTIMYa-
eTcss HoMMMOpPU3MOM: HEHPOCEeHCOpPHAs TIyXO0Ta, MUO-
maTuyecKre CUMIITOMBI, aTpOGUs 3PUTENbHBIX HEpPBOB,
CHAaCTUYHOCTb, Nepudepuyeckass HeBPONATHA, CEHCOp-
Hble HapylleHUs. TKecTb TedyeHUsl TaKXKe Ype3BblUaiiHO
BapuabenbHa. Ha DOl oTMeYaroT aHOMAaJbHYIO OCHOB-
HYyI0 aKTUBHOCTH (80%), KOMILTIEKCHI «CTalK—MezieHHas



BOJIHA», <«IIOJMCHANHK-MeZJIeHHas BOJHa», AUQQy3HbIE
MeZi/IEHHblEe BOJIHBI, ()OTOCEHCUTHBHOCTb. BBIABIAIOT
ruratckie CCBIL Ilpu KT unu MPT oGHapyXuBaroT
muddysHy0 aTpodHI0 KOpPBI, U3MeHeHust Oeoro Beiie-
CTBa pa3HOH CTeIeHN BBIPAKEHHOCTH, KaIbLUQUKATHI
0a3aybHBIX TaHI/IMEB U (OKalbHble KOPKOBblE OYaru
HIOHIKEHHO# MIOTHOCTHU. MccenioBaHue GuomnTaTa cKe-
JIETHBIX MBIIIII TI03BOJISIET BBISIBUTH XapaKTEePHBIN MaTo-
MOpQOJIOr4ecKuil NPU3HAK — «Pa30pBaHHbIE» KPACHBIE
BOJIOKHA. IIpy GOXMMIYeCKOM aHaiu3e 0OHAPY)XUBAIOT
MOBBIIIEHVe YPOBHS JIAKTATa.

Cunpgpom MELAS

CunzpoM MELAS 06yciIoBIeH TOYeYHBIMU MyTalys-
My MuToXOHApHabHOi JHK. IlepBble mpu3HaKu 3a60-
JIeBaHUs NOSIBJIAIOTCS Yalle BCero B Bo3pacre 6-10 serT.
OnHMM W3 BaXHEHIIWX CAMITOMOB SBJISETCS Herepe-
HOCHMOCTh (U3MYECKUX HArpy3ok (TOCIe HUX pe3Ko
yXyZIIaeTcs cCaMO4yBCTBHe, II0SABJIAIOTCA MbIlIeYHas cla-
60CTh ¥ MHOTZIA MHaITUK). XapaKTepHbl HATIOMHUHAIO-
I[1ié MUTPEHb TOJIOBHbIE OOJIM C TOIIHOTOW ¥ PBOTOM.
[ipyroii HeOBBIYHBII U XapaKTEePHBII CUMIITOM — UHCYIIb-
TONOZOOHBIE 3MU30/BI C T'OJIOBHOH 0OJbI0, 0YaroBOW
HEeBPOJIOTMYECKON CHUMITOMAaTUKOM (Tape3bl W Mapaju-
YY KOHEYHOCTe! M MBI, WHHepBUpyeMblx YH, xoma-
TO3HBIE COCTOSIHMA), OHU IPOBOLUPYIOTCSA JIMXOPAAKOH,
MHTEePKYPPEHTHBIMU MHQEKIMAMHU U CKJIOHHBI K pely-
nuBaM. VX mpuumHa — OCTpas HeJOCTaTOYHOCTb 3Hep-
TeTUYEeCKNAX PeCypCoB B KJIETKaX U, KaK CJIefICTBUE, BBICO-
Kas 4yBCTBUTEJIbHOCTb K IOTEHIMAJIbHBIM TOKCUYECKUM
BIUAHUAM (MeTaboIMYecKre WHCYNbThI). XapaKTepHbI
ANUJIeNTHYeCKUe NPUCTYIbl (IapluaibHble U reHepau-
30BaHHbIE CYZOPOXKHBIE), MUOKJIOHYC, aTakcusd. ITo mMepe
[IPOrpeccupoBaHusl 3ab0JIeBaHUS PAa3BUBAETCS JieMeH-
Y. B nenom kapTuHa o4eHs noaumMopdHa u Bapuaberns-
Ha y OT/JeNbHBIX OOJIbHBIX. MMOMATHYECKUI CHHAPOM
TakKe BapuabeseH ¥ OOBIYHO c1abo BhIpaxkeH. Ilpu
OHOXMMIYECKOM HCCIIeJOBAHUM KPOBM OOHAPY)XHMBAIOT
JIaKTaT-alu/03, a Np1 MOPGOIOrnuecKoM UCCIIel0BaHIN
fuonTaTa CKeJIeTHBIX MBIIIIL] — CUMIITOM <«PBaHbIX» Kpac-
HBIX BOJIOKOH.

5.6.5.6. TOKCUMECKWUE 3HLE®AJIONATUN

Tokcuveckre sHuedasonaTuy, IMPOABIAIOIINECH,
NOMUMO JPYTUX CMMIITOMOB, MUOKJIOHYCOM, MOTYT pa3-
BUTbCA NIpU OTpaByieHUAX (BucmyroM, OIT) wunu mpu-
MeHeHUN,/Tilepe/o3UPOBKe HeKOTOPBIX JIeKapCTBEeHHBIX
npenaparoB (aHTHUZEINPECCAHTOB, aHECTETHUKOB, JIUTHS,
AHTMKOHBYJIbCAHTOB, JIEBOZAOMBI, MHTHOMTOPOB MAO,
HelpOJIeNnTHKOB).

5.6.5.7. JHUEDANIONATUAN, BbI3BAHHBIE
BO3JAENCTBMEM ®U3NYECKNX ®AKTOPOB

DHiedaIonaTuy, BbI3BaHHbIE BO3IeCTBAEM pu3nde-
CKuX (aKTOPOB, TAKXKe MOTYT MPOSBIATHCSH TUIUYHBIM
MUOKJIOHMYECKUM CUHIPOMOM.

o IlocTrumokcuyeckass SHuedanonaTusi (CUHAPOM
JIsnna-Dpamca) XapaKkTepu3yeTcss HHTEHI[MOH-
HbIMM ¥ aKL[MOHHbIMM MHOKJIOHMSIMU, HHOTZA B
COYeTaHUU C AWU3apTpHUeil, TPeMOPOM U aTaKCHew.
B BBIpa)KeHHBIX ciydasx GOMbHOI 0CBOGOXIAETCS
OT MHOKJIOHYCa TOJNBKO B TOJOXEHUU IMOJHOTO
paccrnabieHus: yiexa, JI0ble TTOMBITKYA JBHKEHUS
NPUBOJIAT K <«B3PBLIBY» TeHEPAIM30BAHHBIX MHUO-
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KJIOHUH, JIMIIAIOIUX BCAKOW BO3MOXKHOCTH CaMO-
CTOSITEJILHOTO TepelBIKEeHN U CaMOOOCITyKUBa-
Hus. [IpemapaToM BbIGOpa fABJISIETCS KJIOHA3emaM,
npuyeM XOpomuid 3QQPeKT OT AaHHOTO IMpernapara
CYUTAIOT OIHUM U3 NIOATBEPXKAEHNI JUArHo3a.

e Muoxonyc npu Tsxenoii YMT MoxeT ObITH Kak
€/JMHCTBEHHBIM €€ II0CJIeZICTBUEM, TaK U COYeTaThCs
C JPyTMMH{ HEeBPOJIOTMYeCKMMHU U IICMXONAaTOJIOTHU-
YeCKUMHU PACCTPOICTBAMA.

5.6.5.8. ®OKAJIbHBIE NOPAXEHUA LEHTPANbHOM
HEPBHOW CUCTEMbI

®oxkanbHble nopaxenus ITHC (B ToM 4ucie feHTaTO-
OJIMBapHble, BBI3bIBAIOIIME MaJaTUHHBIA MUOKJIOHYC)
pasHO# 3THONOrUU (MHCYNBT, CT€pPeOTaKCHYecKoe BMe-
IIaTeIbCTBO, OMYX0JIb), TIOMUMO MHOKJIOHYCA, COIIPOBO-
YK/IAI0TCA OTYETIIMBOY COMYTCTBYIOI[E HeBPOJIOTUYEeCKON
CHMIITOMAaTUKON U COOTBETCTBYIOIIMMY JAaHHBIMU aHaM-
He3a, 4To 0bJierdaer AUarHOCTHUKY.

5.6.5.9. CMHANbHBIA MUOKNOHYC

CnuHaNbHBI MMOKJIOHYC XapaKTepu3yeTcs JIOKallb-
HBIM pacrpesiefieHreM, CTabMIbHOCTBIO IMPOSIBIEHHUIA,
HEe3aBUCUMOCTBIO OT 5K30T€HHBIX Y JH/IOT€HHBIX BIIUA-
HUIi, Pa3BUBAETCS OH MPHU Pa3HOOOPA3HBIX MOPAKEHUAX
CIIMHHOTO MO3Ta.

5.6.6. lpyrne MHOKNOHWYECKHE CUHAPOMbI

B 3aBepiieHue onycaHusi MHOKJIOHYCA [1eJ1eC006pa3Ho
VIOMSIHYTh ellle HeCKOJbKO Ype3BbIYaiiHO CBOeobpas-
HBIX CUHIPOMOB, PeIKO YIIOMHUHAEMBbIX B OT€4eCTBEHHOM
JuTeparype.

5.6.6.1. NANATUHHbIA MUOKNOHYC

[TanaTUHHBI MUOKJIOHYC (MHOKJIOHYC MSTKOTO
HE0a, BeJIONAJaTHHHBI MHOKJIOHYC, HHUCTarM MAIKO-
ro Héba, TpeMOp MATKOro HEOGA) — OAHO U3 MPOSIBIie-
HUI MUOPUTMUU. MOXeT HabIiaaTbCs M30JMPOBAHHO
B Buzie puTMUYHBIX (1-3 B €) COKpalleHWil MSITKOro
HéGa OO B COYETAHMM C aHANOTMYHBIMH PUTMHYHBI-
MU MHUOKJIOHUAMU, INOYTU HE OTJINYMMBIMU OT TPEMO-
pa, B fA3bIKe, HIDKHEH YeIoCTH, TOPTaHW, Auadparme
W JUCTaJbHBIX OTAeNax pykK (Kjaccudeckas MHUOPUT-
Mus). MuopuTMusa — PUTMHUYECKUI MUOKJIOHYC, OTJIH-
Yaomuica oT TpeMopa (MapKUHCOHUYECKOT0) TJIaBHBIM
obpa3om Huskoil yactoroit (1-3 Tif) U xapaKTepHBIM
pacpenenenueM. VHOraa Hapsay € BeJIONaJaTUHHBIM
MMOKJIOHYCOM HaOJIIOAIOT BEPTHUKAJIbHBIN OKYJIAPHBIN
MUOKJIOHYC («KadyaHWe»), 3TOT CUHAPOM Ha3blBaIOT OKY-
JI0-TIAJIATHHHBIM MUOKJIOHYCOM. MUOPUTMUS ACIe3aeT BO
BpeMsi CHa (MHOTZIA TIaTOJIOTHYecKye IBVDKEeHS 3aMeTHBI
U BO cHe). Muoputmus 6e3 maJaTHHHOTO MHOKJIOHYCA
BCTpedaeTcsl pefko. VI3071MpOBaHHbIE MHOKJIOHMU MSAT-
KOro Hé6a MOryT ObITb JMOO HAMOMATUYECKUMH, JIHOO
CUMITOMATHYeCKUME (OMyXOJKM B 06IACTH MO3KedyKa u
MOCTOMO3)XKEYKOBOTO YIJIa, MHCYJIBT, 9HIedaTOMUEINT,
TpaBMa). Vauonatuyeckuii MUOKJIOHYC dallle Kc4e3aeT
BO BpeMf CHA, HapK0O3a U B KOMATO3HOM COCTOSTHWH.
CuMIToMaTHYecKuii MUOKJIOHYC MSTKOro Héba Goiee
YCTOMYMB B 3TUX COCTOSHUAX. CaMble 4acTble TIPUYKHBI
reHepagr30BaHHON MHOPUTMUHN — COCYAMCTbIe MOpake-
HUS CTBOJIA MO3Ta U MO3KeYKOBas JlereHepanus, CBs3aH-
Hasl C aJIKOTOJIM3MOM JIMOO C CHHAPOMOM MajibabCopOInu.

G vavll
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5.6.6.2. ONCOKNOHYC

OncoxyIoHyc (CHUHAPOM <TaHLYIOWIKX IJa3») — MHUO-
KJIOHWYeCKUY TUIePKUHe3 IJ1a30[BUraTeJbHbIX MBbIIIL,
HPOSABJIAIOIINICA OBICTPBIMU TOTYKOOOPa3HBIMU Xa0THY-
HBIMU, TPENMYIIECTBEHHO 'OPU30HTAIbHBIMU, ABUKEHU -
SIMH [JIa3HBIX s10710K. MOXeT HabJoaThCst Gecropsmnoy-
Has CMeHa TOPU30HTaJIbHBIX, BePTUKAJIbHBIX, JUarOHAIb-
HBIX, KPYTOBBIX ¥ MAATHUKOOOPA3HbIX IBMXKEHNI pa3HOM
9acToThl U aMIuTyabl. COrIaCHO HEKOTOPbIM HabJiro-
ZleHUM, OIICOKJIOHYC COXpaHseTCs BO CHe, YCUJIMBASAChH
IIpY POBYXKAEHUH, ero YacTo OMKUOOYHO NPUHUMAIOT 33
HHCTarM, KOTOPBIA OTJIMYaeTCsl OT OIICOKJIOHYCa HaIU4IM-
eM 2 (a3: MeZITIeHHOI U ObICTPOI. OTICOKJIOHYC YKa3bIBaeT
Ha OpraHuveckoe IOpa)KeHHe MO3e4YKOBO-CTBOJIOBBIX
CBs3ell ¥ HepeKO CONIPOBOXKAAETCS reHepaln30BaHHbIMU
MHOKJIOHUAIMY, aTaKCcuell, MHTeHLIVOHHBIM TPeMOpPOM,
TUTIOTOHMEN U T.7. OCHOBHBIE 3THOJNOrMYecKre (aKTo-
pbl — BUPYCHBIH 3HIIedanuT, PC, onyxonu cTBoNa MO3ra
¥ MO3)KeuKa, TapaHeoIIacThieckue CUHAPOMEI (0cobeH-
HO y ZeTeii), TpaBMbI, MeTaboIMYeCKHe M TOKCHYecKue
sHIedanonaTuy (TpenapaTbl, TOKCUHBI, HEKeTOTHYeCKas
TUIePrIMKeMus).

5.6.6.3. HETATUBHbI MUOKNOHYC

HeraTuBHBII MHOKJIOHYC («IOpXamoUUii» TPeMop,
acTepukcuc, QIANMNUHT) BHEIIHE HANOMUHAeT TPeMop.
OzHaKo B ero OCHOBe JIeXaT He aKTUBHBbIE COKpalleHus
MBIIIIBI, a, HANPOTHUB, IepUOAUYecKUe MaJieHUs TOHY-
ca TOCTypaabHBIX MBI C GHOINEKTPUYECKIM «MOJ-
JaHUeM» B 3TH MOMEHTBI. ACTePUKCHC Ype3BBIYAHHO
XapakTepeH AJIg MeTabonM4ecKux 3HuedaonaTuil mpu
3abosieBaHUAX MeveHH, [OYeK, JerKux U T.J. B Takux
cydasx OH OOBIYHO HOCHUT [BYCTOPOHHHIT XapakTep.
Peniko acrepeKcyc MOXeT ObITh NPU3HAKOM JIOKAJIbHOTO
HOpa)keHWs Mo3ra (KPOBOU3JMAHMA B TanaMycC, TeMeH-
HYIO JIOJII0 U JIP.), TPOSABIIAACH B TAKUX CJIy4asaX C OAHOH
CTOPOHBI. ACTEPHKCHUC JieTde BCero 0OHAPYKUBAETCS MPH
BBITATMBAHUY PYK BIIEpes.

5.6.6.4. CTAPTN-CUHJIPOM

Crapta-cuHapoM 00beauHsieT Ipyimmy 3aboJieBaHUM,
XapaKTepU3YyIOIUXCA YCUJIeHHONH CTapTi-peakuuent
(B3#parvBaHHeM) B OTBET Ha HEOXXU/JaHHble BHEIIHME
CTUMYJIbI (Yalle CIyXOBble U TAKTUJIbHbIE).

5.6.6.5. ICUXOTEHHbIA MUOKJIOHYC

ITcuxoreHHBII MUOKJIOHYC XapaKTepU3yeTcs OCTPHIM
HavyajoM, BapuabelbHOCTHI0 YaCTOTHI, aMIUIUTYbI H
pacrpefiesieHdss MUOKJIOHUH. VIMeloT MecTo W Apyrue
HEeCOOTBeTCTBUS TUINYHOMY OPraHWYecKOMY MHOKJIO-
Hycy (HampuMep, OTCYTCTBHe IaJileHUM U MOBpeXeHuH,
HeCMOTpsI Ha BBIPAXKEHHYIO HEyCTOWYMBOCTH U Kojeba-
HUA TeJsa, U T.I.), CIIOHTaHHble PEMUCCUH, YMeHbIleHue
TUIepKyHe3a IpYU OTBJeYeHUM BHUMAaHUA, YCUJIeHWe U
yMeHbIlleHWe TUIlepKrHe3a IOJ BIUSHWEM BHYIIEHUS,
TICXOTepanuy WK B OTBET Ha BBeJieHIe Iianebo, Halu-
yye Pyrux NCUXOIeHHBIX /IBUraTeNbHbIX, ICUXUYeCKUX
PacCTPOUCTB.

HEBPOJTOTM4ECKNE CMHOPOMbI

5.6.7. Jle4enne muoknoHyca

IIpy KOPKOBBIX MUOKJIOHUSX Haubosee 3hPeKTUBHBI
BasbIIpoartsl (10 1,2 r/cyT), kJIoHa3enam (2-15 mr/cyr),

BBICOKHeE /]03bl upalerama (1o 4,8 r/cyr), neBeTupare-
tam (1-3 r/cyt), npumuzos (500-750 mr/cyT).

ITpy MOKOPKOBBIX MHUOKJIOHUSAX NPUMEHSIOT KJIOHA-
3e1aM, XOJTUHOJIUTHKY.

[lpy COMHATBHBIX MHOKJIOHUM MOTYT ObITb 3(dek-
TUBHBl — KJIOHa3zenam (2-6 Mr/cyT), JeBeTupaleram,
kapbamasernuH, TeTpabeHasuH, 6OTYIOTOKCHH.

5.7. TIKK

THKHY B TUTMYHBIX CIy4asix — KOPOTKUE, OTHOCUTEITb-
HO 3JIeMeHTapHbIe, CTEPEOTHITHbIE, HOPMAJIBHO CKOOP/IH-
HUPOBaHHbIe, HO HEYMECTHO COBepliaeMble JBUKEHHS,
KOTOpbIE MOTYT TO/IABJISITHCS YCUTUEM BOJIM HAa KOPOTKUH
[IePUO/] BPEMEHH, YTO JJOCTUTAETCS [[EHOM HAPaCTAOMIEro
HMOIMOHAILHOTO HATIPSIKEHUSI U IUCKOMPOPTa.

TepMUH <«THK»> B MPAKTUYECKON HEBPOJOTUU HEPEOKO
yIOTPeOSIOT KaK (peHOMEHOJIOTUYecKOoe MOHATHE s
0603Ha4YeHNA JIOOLIX U3OLITOUHBIX ¥ MaJIOMIOHATHBIX
JIBYDKEHUI, 0COOEHHO TIPH JIMIIEBOM JIOKAJIN3aIMH JTUCKH-
He3uii. Takasi pacIMpuTeibHas TPAKTOBKA THKA HEIPaBO-
MepHa, TaK KaK CO3/[aeT JIUIb MyTaHWIy B TePMHHOJIO-
ruu. B psifly M3BECTHBIX TUMEPKUHETHIECKUX CUHIPOMOB
(xopes1, MUOKJIOHYC, IUCTOHUSA, TPEMOP U Ip.) TUK sBJISIET-
€51 CAMOCTOSITeSIbHBIM (PEHOMEHOM ¥ B TUIIMYHBIX CITydasix
XapaKTepU3yeTcsi 4eTKO OdYepIeHHBIMH KINHUYEeCKUMH
MPOSIBJIEHUSIMY, 3HAHME KOTOPBIX JOCTATOYHO Ha/IeXHO
3alllIIaeT Bpaya OT AMarHOCTUYECKUX OmuOoK. TeM He
MeHee CHHIPOMaJIbHast INarHOCTHKA TUKOB MHOT/A BECh-
Ma CJIOXHA B CHly UX (PeHOMEHOJIOTHIECKOTO CXOICTBA
C XOPEeHYeCKUMH MBYDKEHUSIMU WM MHOKJIOHUYECKUMU
MO/IEPTMBAHUSIMM, @ B YaCTH CJIy9aeB U C JUCTOHNYECKUMH
WA KOMITYJIbCUBHBIMU JIBUKEHUSIMA. VIHOTIA TUKY OLIU-
GOYHO IMAarHOCTUPYIOT MPH CTEPEOTHUITHSX, MPUBBIYHBIX
TeJIECHBIX MAHUMYJISIUAX, THIEPAKTUBHOM [OBEJIEHUH,
crapTi-cunzipoMe. [I0CKOJIbKY ANarHOCTHKA TUKOB BCer/a
MCKJTIOUMTEIbHO KJIMHUYECKast, 11eJIeC006pasHo OCTaHo-
BUTBCSI MOAPOOHEee Ha UX XapaKTePHbIX YepTax.

5.7.1. Knaccuchmkanms u atmonorus

e [lepBuuHble (MAMONATHYECKME): CIIOpafndecKue
WJIYA CeMelHble TUKO3HbIe TUIIePKUHE3HI.
<> TpaH3UTOpPHBIE TUKU.
<> XpoHMYeCKye TUKY (MOTOPHbIE UK BOKaJIbHEIE).
< XpoHHUYEeCKMEe MOTOPHbIE W BOKaJIbHble THUKU
(cunnpom Typerra).
e BropuuHble TUKU (TYpeTTU3M).
< Ilpy HacnenCTBeHHBIX 3abojeBaHUAX (XOpes
TeHTHHTTOHA, HeHPOAKAHIIUTO3, 60Je3Hb [aniep-
BopzeHa-1Ilnaria, TOpCMOHHASA JUCTOHUSA U ZIp.).
< Ilpu mnpuoGpereHHbIX 3aboneBanusAx [UMT,
MHCYJIBT, SNUAEeMUYecKuil sHIedaauT, Hapyule-
HUA pasBUTUA (ayTU3M, HapylleHUe IICUXu4e-
CKOTO CO3peBaHusl), MHTOKCUKAUUU (YrapHbIM
ra3oMm), AITpOreHHble (HeHpPOJIeNTUKY, ICUXOCTHU-
MyJIATOPbI, aHTUKOHBYJ/IbCAHTEI, JIeBOZONA)|.

5.7.2. MepBu4HbIE (MAMONATHYECKUE) TUKM

TpaH3UTOPHBIMY THKAMH IPUHSATO 0603HAYaTh COCTO-
sIHUe, KOIZla OfMHOYHblE WM MHOXXeCTBeHHble THUKH



HabJII0/IAI0T [0 MeHbIIelt Mepe 2 Hef, HO He Goiee 1 rofa.
TUKY TIPOSABNIAIOTCS He TOJIBKO COOTBETCTBYIOIIUMMU JIBH-
XeHusIMU (MOTOPHbIe THKH), HO U OTpeJieJieHHOW T0JIo-
COBbIMU (eHOMeHaMU TPOAYKUUel (BOKAJbHbIE THUKH).
Kax MOTOpHBIe, TaK 1 BOKaJIbHble TUKY, B CBOIO OYepesib,
MO/Ipa3ZeJIII0TCS Ha IPOCThIe U CIIOKHBIE.

e IIpocTble MOTOpHbIe TUKU — KOPOTKHE H30JIUpO-
BaHHBIE /IBIKEHUS, TaKue KaK MopraHue, Iofiepru-
BaHUS FOJIOBO# MM TIIeYOM, HAMOPIIMBaHHe 163 U
TOMY HO/ZIOOHbIE 3JIeMEeHTapHbIe IBUKEeHHUS.

e CrnoxHble (complex) MOTOpPHbIE TUKY TIPOSIBIISIFOTCS
GoJiee CIOXHO MOCTPOEHHBIMU U KOOPJAUHUPOBAH-
HBIMU JIBKEHUAMY B BUJle CepUH CLieNJIeHHbIX IBU-
KeHNH, HallOMUHAIOWNX IJIacCTUYecKoe JeicTBUe
WK eliie GoJiee CI0XKHOe PUTyaibHOE OBe/IeHHe.

e IIpocTble BOKajJbHble TUKU BKJIIOYAIOT 3BYKU THIA
XPUIEHUS, XPIOKaHbsA, MbIYaHUSA, COMeHUs, QbIp-
KaHbs ¥ TOMY IOZOOHBIX UM BBIKPUKH OTZAEIbHBIX
3BYKOB U B3BU3TMBaHUS.

e CnoHble BOKaJbHble TUKU MMeEIOT JIMHTBUCTHYe-
CKUI CMBICII U COJepXaT MOJIHble WM yCeueHHble
CJIOBA U, KPOMe TOTO, BKJIIOYAIOT TaKue TOJI0COBbIe
beHOMEHBI, KaK 3X0- U KONPOJAMHs. DXONMaIns —
MoBTOpeHre OONIbHBIM CJIOB Wiu ¢pas, MpousHe-
CeHHbIX APYTUM 4el0BeKOM (TIIOBTOpeHue roBOps-
IIIVIM CBOETO NOCJIeZIHETO CJI0BA MOMYYMIO Ha3BaHUe
nanuiaanuu). Konponanusa — BBIKpUMKMBaHWe WK
Ipov3HeceHue HeNpUCTONHBIX WM HelleH3YPHBIX
CJI0B (U3 JIEKCUKOHA HEHOPMATUBHOM JIEKCUKHY).

MoTopHble THKM BHa4aje OOLIYHO IPOSABIAIOTCA
eJUHUYHBbIMY [IBIKEHUSAMU B JMlle (eAUHUYHbIE TUKH),
CTedyeHHeM BpeMeHY OHU HaYWHalOT BO3HUKATh BO MHOTHUX
peruoHax Tena (MHOXeCTBeHHble TUKH). HekoTopble
OoJbHbIE ONMUCBHIBAIOT MPOAPOMAJbHbIE OIIYLIeHHS
IrcKoMopTa B TOW MJIM WHOHM 4YacTd Tesla (CEeHCOpPHbIE
THUKH), OT KOTOPBIX OHHU IBITAIOTCS M30aBUTHCS, COBEpIIast
TUKO3HOE JIBI)KeHHUe 3TOH 4acTbio Tesa.

JBUraTeNbHBI PUCYHOK THUKO3HOI'O TUIIEPKUHE3a
BecbMa crenuudeH, U ero TPYAHO CIyTaTb C KaKWAM-
760 APYTUM TUMePKUHEeTHYeCKUM CHHAPOMOM. TeueHre
3aboJieBaHUS TAK)Ke OTINYAETCS He MeHee XapaKTepHbIMU
ocobeHHOCTAMY. IIpex/ie Bcero BO3HUKHOBEHWE THKOB
XapakTepHO JJI IepBOro JeCATUJIeTUS JKU3HU, [IpUYeM
GOJBIIMHCTBO ZieTeil 3ab60jieBaloT B BO3pacTe 5—6 JieT
(x0T BO3MOXHBI Bapuauuu ot 3-4 g0 14-18 ner).
B BO3pacTHO# MepHoOAM3aLMK AETCTBA 3TOT 3TANl HOCUT
Ha3BaHUe IICUXOMOTOpPHOro pa3Butus. HapymeHue
CO3peBaHMs TICUXOMOTOPHOM c¢epbl CYNUTAeTCs OJHUM
U3 $paKTOPOB, CIIOCOOCTBYIOLINX BOSHUKHOBEHHIO THKOB.

BHauase TMKM NOSBIAIOTCA He3aMeTHO TS CaMOro
pebeHka W pozuTeneil. JIWiib 1O Mepe TOrO KaK OHH
bUKCUPYIOTCS B TOBE/IEHNH, HA HUX HAYMHAIOT 00paarh
BHUMaHNe POAUTENH U BOCIUTaTeNu. JIureabHOe BpeMs
TUKO3Hble [IBIDKEHUS He NPUUYMHAKT JleTAM HUKaKUX
HeyZIoOCTB U He TATOTAT UX. PeGeHOK YIAMBUTENbHBIM
0bpa3oM «He 3aMedaer» CBOMX THKOB. Kak mpaBuio,
HeroCpeACTBeHHBIM MOBOJOM AJisi OOpalLleHus K Bpady
CIIyKaT OllaCeHUs POAUTeNel.

Haubonee TUIIMYHO HA4YaJO TUKOB B 00JAaCTH JIUIA,
0c00OeHHO XapaKTepHa JIOKAIM3alus B paiioHe KPYroBbIX
MBIIII] IJIa3 ¥ pTa. TUKO3HbIE ABMXEHUS 3aKJII0YAI0TCS B
YCHJIEHHOM MOpPraHu¥ (CaMblil 4acTblil BapuaHT fie6io-
Ta TUKOB), NIOJMUIMBAHUY, IPULIyPUBAaHUN, HAMOPILIU-
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BaHMM J16a ¥ T.I. MOryT HaOJIOAATHCS TOJEPrUBaHUs
yria pra («yXMbLIKWU»), KpblIbeB HOCA, HAXMypUBaHUS,
BBITATMBAHUE T'yD, OCKalMBaHUe, CTUCKMBaHUe 3y0OB,
006Jm3biBaHe ry6, BHICOBbIBaHME s3bIKA 1 T.1. [Ipu Apy-
o1 JIOKaIM3aLuK TUKOB OHH IPOSABJIAIOTCA IBMKEHUAMU
men (TIOBOPOTHI TOJIOBBI, €e 3alPOKU/IbIBaHNE U IPYTHE,
Gosiee COXHBbIe M3rMOBI MBI [JIEYEBOr0 I0sica), a
TaK)Xe MBI TYJOBUINA U KOHEYHOCTEH. 37eCh CenyeT
3aMEeTHUTh, YTO Y HEKOTOPBIX GOJIbHBIX THKU MPOSIBIISIOT-
cs1 boJiee MeJIEHHBIMU, MOYXKHO CKa3aTh, «TOHUYECKAMU»
IBIDKEHUSMY, KOTOPble HaIIOMUHAIOT AVCTOHUIO U JlaXKe
0003HAYAIOTCS CIIEIMaIbHBIM TEPMUHOM — <«IMCTOHM-
yeckre THKU». CyIlecTByeT W JpPYyroil BapuaHT THUKOB,
KOTOPBIiT MbI B CBO€ BpeMsi Ha3BaJil OBbICTPBIMU TUKAMU;
OHM TIPOSIBJISIOTCS OBICTPHIMU, MHOT/IA CTPEMUTEIHHBIMU
IBIDKeHUSAMU (Tiepe/iepruBaHMs TJIe9aMH, BCTPSIXUBA-
HUS, KOPOTKME OTPBIBUCTBIE JBWXKEHUS 110 TUIY B3Zpa-
TMBaHUs, OTBeJEHUs, MPUBEJIeHUs, TOMYKOOOpa3HbIe
IBIDKeHMA B MbIIIAX ey, TYJIOBUINA, PYK WJIM HOT).
CrnoXHble MOTOpPHble TUKMA WHOTZIAa HAallOMUHAIOT Jieii-
CTBUSI, TaKue, HampuMep, KaK OTOpachbIBaHHE BOJIOC CO
7163, BBICBOOOX/IEHNE IIed M3 TYroro BOPOTHMYKA WU
GoJiee CJI0KHOE MOTOPHOE MOBeZIeHre, B KOTOPOM THKO3-
Hble JIBWXEHUS TPYZHO BBIYJIEHUTh U3 KOMIYJIbCUBHOTO
HOBeJIeHus, IOPAXaIoIero CBOe CTPAaHHO! U BBIYypPHOH
IIJIACTUKOM, MHOIZA 3NATUPYIOIIed U IPUKOBBLIBAIOILEH
K cebe BHMMaHMe. [TociiesHee 0COGEHHO XapaKTepHO ISt
cungpoma Typetra.

B ocHoBe m060r0 THKa, MPOCTOrO WJIU CIOXKHOTO,
JIEKUT y4acThe HeCKOJIbKUX QYHKIIMOHAIBHO CBSA3aHHBIX
MBI, [O3TOMY ABUTATeJIbHBIA aKT IPU TUKe BbIIJIA-
IUT KaK 1iesecoobpasHoe feiictBue. B otnuune ot apy-
TUX KJIacCU4ecKuX (OPM HACHIBCTBEHHBIX IBVDKEHUH
(xopest, GanIM3M, MHUOKJIOHYC W T.I.) THKO3HbIE [BU-
XeHUs] OTIUYAI0TCA TapPMOHUYHON CKOOPAMHUPOBAH-
HOCTbIO, KOTOpas B HOpMe IpHCYIa IPOU3BOJbHBIM
IBrKeHUAM. IT0 3TOH IpUYKHe TUKU MeHbllle HapylaT
ZIBUraTesbHOE TOBeJleHre U COLMAaNbHYIO aZlaliTallkio 110
CpaBHEHUIO C JPYyrMMHU TUIlepKuHe3aMU (coLuasbHas
Ze3afianTanys Ipu cuHzapoMe TypeTTta cBsi3aHa C Apyru-
MU CIenupUIecKUMU MPOSBIEHUAMH 3TOTO CHHAPOMA
WU TSDKEJILIMU KOMOPOUAHBIMU PAacCTpoiicTBaMu). TUKY
YacTo MOX0XU Ha ecTeCTBeHHbIe 110 CBOeMy IPOUCXO0XK-
ZIeHUIO, HO YTPUPOBaHHbIe 10 CBOEI BHIPA3UTENbHOCTU U
HeaZleKBaTHble MeCTy U BpeMeHH (HeyMeCTHble) JKeCTbl.
DTOMY COOTBETCTBYET U psifi APYruX GpaKToOB: JOCTATOIHO
BBICOKHII BOJIEBOI KOHTPOJIb Hajl TUKAMHU, CIIOCOOHOCTD
K 3aMeleHnio (B ciiydae HeOOXOAMMOCTH) MPUBBIYHOTO
THUKO3HOTO [BIWKEHUsI COBCEM JPYTUM JIBUTATeIbHLIM
AKTOM, CIIOCOOHOCTH K GBICTPOMY M TOYHOMY BOCIPOM3-
BeJIEHUIO TUKOB.

TeveHne THKOB HaCTOJBKO CBOEOOpPA3sHO, YTO HeceT
B cebe BaXHEHUNIYI0 AMAaTHOCTUYECKYH0 MH(pOPMAIIHIO.
HamomHuM, YTO B TeX CJIydasix, Koraa 60JbHbIE XOPOIIO
MOMHSAT Ha4yayuo 3ab0jieBaHUs, OHU OOBIYHO YKAa3bIBAIOT
Ha JIMIeBble TUKY KaK Ha MEePBBIA CHMITOM OOJie3HU.
B nanbHeiilieM runepKrHe3 MOCTENEHHO 00pacTaer Apy-
IMMU TUKO3HBIMU IBDKEHUSIMU, Hcue3ast B OJHUX U TIOSIB-
JIAACh B JIPYTUX MBlIIeYHbIX rpynnax. Hampumep, THKM
MOT'YT Ha4yaThCsl BBU/Y Y4allleHHOTO MOpPraHus, KOTOPOE,
MEePUOIMIECKH BO30GHOBIISIACh, IEPKUTCA 2-3 Mec, a
3aTeM CIHOHTAHHO ITPOXOJUT, HO Ha CMeHy eMy MOSABIs-
eTcsl IIepuo/invecKoe JBIKeHMe YIJIOM PTa WU S3bIKOM

G vavll
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(romoBoM, PyKoii U T.4.), KOTOPOe, B CBOIO O4epesib, IIpo-
Jlep>KaBIIUCh Kakoe-To BpeMs (HeZiesu, Mecslibl), CMeHs-
eTCsl HOBBIMU THUKO3HBIMHU JIBMOKeHUsIMU. Takas 1osrarn-
Hasgd MUrpanys TUKO3HBIX IBWXEHUH IO pa3IuYHbIM
MBILIEYHBIM IPYIIAM C IePUOAAYECKON CMEHO JIOKaJIN-
3allMy I'MIlepKUHe3a U ero IBUraTeJIbHOTO PUCYHKA OYeHb
XapakTepHa U UMeeT Ba)KHOe JUarHOCTUYecKoe 3HaueHue.
Ha xaxzaoMm arare 60je3HHU, KaK MPABUIIO, TOMUHHUPYeET
1 UK 2 TUKO3HBIX ABM)KEHUA M OTCYTCTBYIOT (MJIM BO3-
HUKAIOT TOPa3zio PeXXe) Te IBWKEeHUs, KOTOpble HaOJIt0-
Januch Ha mpenbiayimieMm srtame. OTHOCUTeNbHO Gonee
CTOMKOW SIBJISIETCS JINLIeBas JIOKaJu3aluus TUKOB. TakKum
06pa3oM, pacCTPOICTBO HE TOJBKO AeOHOTUPYET C MBIIIIL]
JIMLA, HO U B M3BECTHOM CMBbIC/Ie <«IpeJlouuTaeT» UX
IPyruM cerMeHTaM TeJa.

XpoHnyeckue TUKH (MOTODHBbIE WJIM BOKAaJbHBIE).
TMosiBUBLIKCH B JIETCKOM BO3pacTte, GOJIE3Hb CKJIOHHA K
JIMTeNIbHOMY (MHOTZIA B TeUeHHe BCell )KU3HU) TeueHUIO C
BOJIHOOOPA3HBIMU 0OOCTPEHUSMY ¥ PEMUCCHUSIMU: TTEPH-
0bl BBIPAXXEHHBIX THKOB 4epeAyIOTCH C MepruofiaMU UX
MIOJTHOM WM YaCTUYHOHN peMUCCUU. TUKY, TeprojudecKu
NpOSABJAIOIMeCH CBbllle 12 Mec, Ha3bIBAIOT XPOHUYe-
CKMMHU MOTODHBIMHM WJIM BOKaJbHBIMU THKaMu. MHorna
TUKA CIIOHTAHHO MPEKpAllaloTcsi B MyGepTaTHOM WU
nocrinyGepraTHOM Tiepuozie. Eciu ke OHM He MPOXOAAT
B 3TOT KPUTUYECKUI TEPUOJ, TO OOBIYHO COXPAHAIOTCS
HeoIpe/ieJIeHHO JI0JIroe BpeMsi. TeM He MeHee rpeo6iazia-
IoLlleli TeH/leHIMel ABJAeTcs, 0-BUAUMOMY, yaydlleHue
cocrosinusi. CIyCTsi MHOTO JieT NPMMEPHO TpeTh GoJie-
IONIMX BCe JXe OCBOOOXKIAeTCs OT THKOB, Apyras TpeTh
OTMeyYaeT OIlpefie/ieHHOe yiy4llleHUe CBOero COCTOSIHMUS,
OCTaBIIAsACA 4acTh MAIMeHTOB OTMedYaeT OTHOCUTETbHO
CTallMOHAPHOE Te4yeHWe THUKO3HOTO TuIlepKrHe3a. THuku
00BIYHO YCUITUBAIOTCS TI0]] BJIUSHUEM TICUXOTPaBMHUPYIO-
IUX CUTYaLii, CTPeCCOB, JJIUTEIbHOI0 3MOLIMOHAIBHOIO
HalpsyKeHWsl Y, HANpPOTUB, YMEHBIIAIOTCA B CUTYalL[UU
HMOLMOHATILHOTO KOM}OPTA, pPeslaKCalluy U UCYe3aloT BO
BpeMs CHa.

5.7.2.1. CHHAPOM TYPETTA (XPOHUYECKNE MOTOPHbIE
W BOKANbHbIE TUKHN)

Ecnu paHblle WAMONATHYECKWE THUKU W CHHIPOM
TyperTa paccMaTpUBaNiCh Kak 3a00JieBaHUs, UMEIOIILe
NPUHIUINAIBHO Pa3HyI0 MPUPOAY, TO CErofHs MHO-
rve HEeBPOJIOTM CKJIOHHBI CYUTATh MX Pa3HbIMU IIPO-
SABJIEHUSIMA OJHOTO M TOrO jKe cTpazaHus. HemaBHO
KJIMHUYeCKUMU KpUTepusiMu cuHApoMa Typerta GbuiH
TaKye [POSIBJIeHHUs, KaK KOIIPOJIalus U TaK Ha3bIBaeMble
ayToarpeccMBHbIE TeH/IEHIINY B TIOBeZleHUY (TUKU B BUJIE
HaHeceHUsI yZapoB [0 OKPYXXAIOIINM ITpeIMeTaM H, Jallle,
110 CBOEMY TeJy). B Hacrosiee BpeMs yCTaHOBJIEHO, YTO
KOIIPOJIaiis MOXeT MMeTb TPAH3UTOPHBI XapakTep U
BO3HUKAeT MEHee YeM y TOJIOBUHBI GONBHBIX C CHH/PO-
MoM Typerta. CoBpeMeHHbIe INaTHOCTHYEeCKIe KPUTePUH
cungpoMa Typerra ciezyromue.

e Hanuyrue MHOXXeCTBeHHBIX MOTOPHBIX THKOB ILTIOC
OJIMH UM 00Jiee BOKAJILHBIX TUKOB B T€YEHUE HEKO-
TOPOro BpeMeHu (He 00si3aTeJIbHO OHOBPEMEHHO).

e MHOroKpaTHOe MOsIBJIeHHe TUKOB B TeyeHWe JHS,
OOBIYHO CePUSIMU, MOYTH KaXK[IbIN ZIeHb 3a MepUoj
GoJee ueM 1 rozr. B 310 BpeMsi He JOJKHO OBITh CBO-
OOIHBIX OT THKA BIIM300B JIUTEILHOCTBIO OoJee
3 mocyiejoBaTeNIbHBIX MECSIIEB.

e 3aMeTHBIN ANUCTpecC UK 3HAYUTeIbHOE YXYALIeHe
COLMANILHOM, TPOdecCOHaNbHON WM UHOW Jiesi-
TeNbHOCTH OOJILHOTO.

HauaJo 3a6osieBanust B Bospacte 10 18 jer.
BhisiBjieHHbIe HAPYIIEHUS] He MOTYT ObITh OOBSC-
HEeHBbI BIUAHUEM KaKUX-JI100 BelLlecTB UIn 00ILero
3aboeBaHusl.

B nocnenHue rofpl ykasaHHble JUarHOCTUYECKHe KPU-
tepun (DSM-4) onoHeHb! KPUTEPUAMH JJOCTOBEPHOTO
1 BePOATHOTO cuHZApoMa TyperTa. JIoCTOBEPHBIN JUAarHO3
COOTBETCTBYeT BblleNlepedrcIeHHbIM ANarHoCTUYeCKUM
TpeGoBaHusIM. [luarHo3 cuHapoma TypeTta cuuTaeTcs
BEPOATHBIM, €CIM TUKMA He MEHSAIOTCA CO BpeMeHeM U
MMEIOT YIOPHOe ¥ MOHOTOHHOEe TeuyeHue JIO0 OOIbHOM
He COOTBeTCTBYeT [IepBOMY IIYHKTY BbIlIeyKa3aHHBIX ua-
THOCTMYECKUX TPeOOBaHMUIA.

BaskHasi 0COOEHHOCTb KJIIMHUIECKUX MPOSIBIEHUN CHUH-
apoma TyperTa 3akirouaeTcsl TAKXe B TOM, YTO OH O4eHb
YacTo COYeTaeTcs C OIpefieleHHbIMU HapyLleHUSAMU
MOBe/IeHusI, TlepeveHb KOTOPhIX BKJIIOYaeT 00CeCCUBHO-
KOMITyJIbCUBHbBIE PACCTPOMCTBA, CUHAPOM MUHHUMAJbHOU
MO3roBo# AucyHKLIUM (THIIepaKTUBHOE [TOBe/IeHue, CUH-
npoM fedunnTa BHHUMAHUSA), HUMITYJIbCHBHOCTD, arpec-
CHUBHOCTb, TpPeBOXHbIe, (PpoOUIECKUe U JernpecCUBHbIE
PacCTpoOICTBa, CAMOIOBPeXAEHUs, HU3KYI0 (pycTpauu-
OHHYIO TOJIEpAaHTHOCTb, HEZOCTaTOYHYI0 COLMAIN3alNI0
U HU3KYI0 CaMooOlieHKy. O6GceccHBHO-KOMIY/IbCUBHBIE
paccrpoiictBa otMmevalT moutTH y 70% O6OJBHBIX, X
paccMaTpPUBAIOT KaK OIHO M3 CAMbIX YaCThIX KOMOPOU/-
HBIX HapymeHui. IT0YTH y KaXXZoro BTOPOro OOJIBHOrO
¢ cuHzipoMoM TypeTTa BBIABIAIOT CHHAPOM ZAeduruta
BHUMAaHHUs C TUIEPAKTUBHOCTBIO, C TAKOH e 4acTOTOU
OTMevaloT caMoNoBpexeHus. Hekoropsle uccienosare-
JIM CYUTAIOT, YTO yKa3aHHble KOMOPOWIHbIE HAPYIIEHS
MIOBeZIeHUs SABJIAIOTCS He 4eM WHBIM, Kak eHOoTUmude-
CKUM TMposiBieHreM cuuzpoMa Typerra, GONBIIMHCTBO
cJly4aeB KOTOPOTO pa3BUBAETCs Ha HOHe HAC/Ie[CTBEHHOM
IIpezipacnosnoxeHHocTy. CUUTAOT, YTo cuH/poM TyperTa
BCTpeYaeTcs HAMHOTO yallle, 4eM JUarHOCTUPYeTCs, U YTOo
B MOMYJISIUK TTpeobiafgatoT 6oibHbIE €O CIabOBbIPaXKeH-
HBIMU ¥ He/le3aIanTUPYIOIINMU IPOSIBJIEHUSIME GOJIe3HM.
JlonyckaroT TaKxe, YTO II0Be/leHYecKue HapylieH!s MOTYT
OBITb eIMHCTBEHHBIM IPOSIBJIEHNEM cHHpoMa Typerrta.

B oTnr4ure OT HaBA3YKBBIX ABUXEHUH KelaHKe ocylie-
CTBUTb TUK JUOO IJIOX0O 0CO3HAeTcs Booobue, 1160 0co3-
HaeTcsl He KaK MaToJIOTMYecKoe sBJIeHMe, a KaK ¢pusuo-
JIorryecKasi oTpe6HOCTh U 6e3 TOW JIMYHOCTHOM apaH-
KUPOBKH, KOTOpasl XapakTepHa [ COOTBETCTBYIOLIeH
NICUXONATUU. B oT/in4Me OT TUKOB, KOMIYJIbCAU COMPO-
BOX/IAIOTCA 06CECCHAMU U YaCTO OCYLIECTBIIAIOTCA B BUZIE
puTyasoB. BaXKHO OTMeTHUTb, YTO KOMOPOWAHBIMH IO
OTHOILIEHUIO K TUKaM PacCTPONCTBAMU SBJISAIOTCS UCTUH-
Hble 00CeCCMBHO-KOMMYJIbCHBHBIE HapyieHus. Boiee
TOTO, Y HEKOTOPBIX OONBHBIX ¢ CHHAPOMOM TypeTTa TUKH
1 KOMIIyJIbCUU IPE/CTABJIAT €[VHBbIA NOBeNeHYeCKUN
beHOMeH, ITPOSIBIISIIOIIMIACS IPKOM ¥ HEOOBIYHOMN KIIMHM-
YeCKOW KapTUHOM, B KOTOPOYI He BCer/ia JIeTKO BbIUJIEHUTh
ee OCHOBHbIE COCTABJIAOIE 3IEMEHThI.

5.7.3. Bropu4Hblie TUKKN (TYypeTTU3Mm)

DTOT BapuaHT THUKO3HOTO CHHApPOMa HabGJIOA0T
ropaszo pexe MepBUYHBIX GOpPM, OH BO3MOKEH KaK MpH



HaCJIe[ICTBeHHBIX (Xopes [eHTUHITOHA, HelpoaKaHIUTO3,
Oone3np TannepeopzeHa-Ilnarna, TOPCHOHHAS AUCTO-
HUS, XPOMOCOMHBIe aHOMAJIMH U IP.), TaK ¥ IpUoOpeTeH-
HbIX (UMT, uHCY7IbT, SHIEedANUT, HApYLIeHUsT Pa3BUTHS,
MHTOKCUKALUH, ATPOTeHHbIe pOPMBI) 3a60JI€BaHUAX.

B sTux cny4yasax HapAaAy ¢ TUIIWYHBIMA KJIMHUYECKU-
MU IIPOSIBJIEHUSIMU OCHOBHOT'O 3ab0JieBaHUsA (HalpuMep,
xopen [eHTHMHITOHA, [JUCTOHMU, HEHWPOJIENTHYECKOTO
CHH/IpOMA U T.J.) UMEIOT MeCTO peHOMeH BOKAJIU3aLUH
U THUKO3Hble JBIDKeHUA (B JONOJHEHHE K OCHOBHOMY
TUIEePKUHEe3Y WIK K JPYTUM HeBPOJIOTMYeCKUM IPOsIBIIe-
HUAM). OCHOBHBIM METOJIOM AUAarHOCTHKUA THUKOB TaKXe
ABJISIETCS UX KIIMHUYECKOe PAaclo3HaBaHue.

5.7.4. lleyeHue TMKOB

ITpy IpOCTBIX TUKAX, TOSIBUBIIMXCS B IETCKOM BO3pac-
Te, JiedeHre HeOOX0MMO HaYMHATh C TICUXOIIeZIaroruye-
CKO¥ KOPPEKI[MHY, HallpaBJIeHHO Ha afanTainuio pebeHKa
B CeMbe M IIKOJie. BakHO, 4TOOBI B JIeYeHUU [eTei
1 TOJPOCTKOB NPUHMMAJIM ydyacTHe He TOJIBKO BpauW,
HO ¥ pOAUTEIIN, YIUTEJIsS, BOCIIUTATEIIN. HCI/IXOTepaHI/IH
TaK)Xe MOXeT ObITh MOJIe3Ha B 3TUX CUTYALUSX, XOTS ee
adpdekTuBHOCTL HeBbIcOKa. Papmakosorideckoe Jede-
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HYe THKOB Ha3HA4aeTCs B TOM Clydae, e/ TUMePKUHe3
WM TIOBe/ieHIecKre PacCTPOICTBA HAYMHAIOT OKA3bIBATh
Jle3a/[anTUPYIOIIee BIMSHYE Ha TIOBCEJHEBHYIO KU3Hb.

Jlisi KOPPEKIMM CHHAPOMA HApYIIEHWUs] BHAMAHUS U
TUIEPAKTUBHOCTU MPUMEHSIOT HOOTPOIBL, ISl JIeYeHHs]
CHH/IPOMA HABSI3UMBBIX COCTOSTHUMA — AHTUIENPECCAHTBI,
MHTHOUpYIoIie 00paTHBII 3aXBaT CepPOTOHMHA ((IyoKce-
THH, CepTPaIH, (JIYBOKCAMUH, [IUTAIONPAM).

9.8. ATETO3

TepMUH «aTeT03» B HACTOsillee BpeMsi YIOTPeOA0T
penxo. [To MHEeHHIO GOJIBIIMHCTBA aBTOPOB, OH OTPaXKaeT
He KaKyI0-TO CaMOCTOSTEeNbHYI0 (OpMy TUIEpKUHE3a,
a BCEro JIMIIb AUCTANbHYI0 (OPMY [MCTOHUH, YaCTO
BCTPEYAIOIIYIOCs [IPH IeTCKOM 1iepeGpabHOM mapajnye.
JIBO#HO# aTeTo3 — ycrapeBiiiee Ha3BaHUe OOJIE3HU, MPU
KOTODO¥ rMIIepKUHe3 HOCUT AUCTOHUYEeCKUH XapaKrep.

5.9. [1I0NOJIHNTENDbHbIE NCCNENOBAHUA

JlabopaTopHble U HMHCTPYMEHTaJbHbIE KCCIIe[0Ba-
HUSA [IPY TUNEpKUHeTHYeCKUX CUHAPOMAaX Mpexze BCero

Tabnuua 5.6. JlekapcTBEHHbIE NpenapaTbl, MPUMEHSIOLLNECS NS NeYeHUs TUKOB 1 cuHapoma TypeTTa

Ha3sauue npenaparta

CyTouHblE J03bI

Mo6ouHble aththeKTbl

Ocobble pekomeHaauun

Apyrue 6eH3ofmnase-
MUHbI)

PucnepnaoH 0,25-6 Mr/cyT Ha HO4Yb | TapAMBHas AMCTOHUS, FONIOBOKPYXXEHWE, HaynHatb ¢ 0,25 Mr Ha HOYb, NOBbI-
Unn pasaenuTb ceflauns, akaTuaus, puck aKCTpanuaHbiX pac- | Wwatb Kaxable 3 AHA Ha 0,25 mMr [0
Ha 2-3 npuema CTpOIiCTB [OCTMXKeHUs adpdpekTa. He npesbl-
watb 6 Mr/cyT (puUcK akcTpanupa-
MUJHbIX PACCTPONCTB)
[anonepuaon 0,25-5 mr 2-3 pasa Cenauuns, TapavBHas AMCTOHUSA, SKCTpanupa- -
B [leHb (B3pOcC/ble) MUIHbIA CUHAPOM, 3110Ka4€CTBEHHbIA HEApPO-
0,05-0,0075 mr/kr NENTUYECKUIA CUHAPOM, ranakTopes, akatuauns
2-3 pasa B [ieHb (JeTn)

OnaHsanux 2,5-20 mr/cyT YBenuyeHne Beca, 3KCTpanupamMmnaHbli CUH- KOHTpO/b 3KCTpanMpamuaHoro
1poM, ceaauuns, TapaMBHasa OUCTOHUSA, 3M0Ka- | CMHAPOMA M YPOBHS FNHOKO3bI
4eCTBEHHbIA HeponenTuyieckuin cuHapom, GO

Mumosna 1-10 mr/cyt Puck aputmuii, yBenuyeHne Beca, akcTpanu- KoHtpons 3Kl (BO3MOXHO
paMUAHbIA CUHAPOM, Cefaums, TapanBHas yBenuyeHne uutepsana Q-T).
NNCTOHMSA [TpenMyLLIECTBEHHO NS NeYeHus

TUKOB Npyu cuHapome TypeTTa

KeeTmanuH 25-800 mr/cyt YBenn4yeHne Beca, roN0BOKPYKEHME, COH- -

NNBOCTb, MMMOTEH3US, IKCTPANMPaMUHbIiA
CUHAPOM
Tnanpug 50-500 mr/cyt CoHNMBOCTb, CNAboCTb, anaTus, NCUXOMOTOP- -
HOe BO30YXX[EHWe, FONOBOKPYXEHWE, IKCTpa-
MUPAMUAHBIA CUHAPOM
Apununpason 2,5-15 Cenauuns, NOBbILLEHNE anneTuTa, YBeNUYeHne -
Beca. Puck akcTpanupammaHoro cuHapoma
HE3HAYUTESbHbII
KnoHnamt 0,05-0,6 mr 1-2 pasa | Cepaums, rMnoTeH3Ns, PUKOLLIETHOE NOBbILLIE- Ha4ynHatb ¢ HU3KNUX 403, KOHTPOJIU-
B [IeHb Hue ALl npn oTMeHe poBatb Al
Tetpa6eHasuH 25 mr/cyt [lenpeccus, NapkKNHCOHN3M, COHIMBOCTb, 310- -
Ka4eCTBEHHbIN HEPONIeNTUYECKMIA CUHAPOM,
or
KnoHasenam (unu 0,5-6 mr/cyt Cenaums, CHKEHME KOHLIEHTpaLMM BHUMaHUs | He ucnonb3yeTcs B Ka4yecTBe nep-
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G vavll



PA3LEN Il

218 HEBPOJTOTM4ECKNE CMHOPOMbI

HalpaBjleHbl Ha pa3rpaHUyeHre MepBUYHBIX U BTOPUY-
HbIX GOPM. YUHUTHIBAst OTPOMHBII KPyT 3a00JIeBaHU, PH
KOTOPbIX BO3MOHBI T'MIIepKAHETHYeCcKHe CUHIPOMBI,
MOTyT MOTPeBOBATHCS CaMble Pa3JINYHbIE UCCIIeJOBAHMS.
Tax, B ciy4ae HeOOXOAMMOCTHU TPOBOASAT TOKCUKOJIOTHYE-
CKOe HCCIIe[loBaHNe KPOBU U MOYH, OIIPeZleNISi0T YPOBEeHb
LiepyJIoNjia3M/AHa B CbIBOPOTKE KPOBY, YPOBEHb THUPEO-
WJIHBIX U JIPyTUX TOPMOHOB, TUTPbI BUPYCHBIX aHTUTeI,
COZlep)KaHue JIaKTaTa U IMpyBaTa B ChIBOPOTKE KPOBH,
WCCJIeIOBAHUS JIUKBOPA, OPTaTbMOJIOTHYECKOe, TeHEeTH-
YecKoe ¥ 3JIeKTpoPpU3roIorudeckoe uccienoanus (DT,
OMI, BII u nmoTeHnMabl pa3HbIX MozanbHOCTel, TMC),
crabunorpaduio, HeMPOBU3yaAIU3AINI0, HEHPOIICHXOJIO-
rUYeCKOe TeCTUPOBaHUe; OMOMCUIO MBIIIII, HepBa, KOXH,
CJIM3UCTBIX 000JI0UEK ¥ JaXKe TKaHU MO3ra.

5.10. ObLLUWE NPUHLNNbI NEYEHUA

Heo6x01MMO JieyeHHe OCHOBHOTO 3abosieBaHUS.
BripoueM IIMPOKO NPUMEHAIOT W CUMITOMAaruye-
CKyIO Tepamnuio, KOTOpas BO MHOTHX CJIy4asX fBJISAETCS
eJUHCTBEHHO JOCTYIHBIM METOJOM JiedeHHs. B 3aBu-
CHUMOCTH OT THIIA TUIEPKHUHe3a HCIOJIb3YIOT HeHpo-
JIENTUKY, TUIIMYHbIE U aTUIHUYHble OeH30/jMa3enuHbl,

B-ampeHo6I0KaTOPBI, MUOPETAKCAHTBI, TIPerapaThl J1eBO-
ZIOIIbI, aHTUXOJIMHepruyecKkue U Apyrue Ipenaparsl, a
TaK)Xe aHTUOKCHZIAHTbI, HEMpOIPOTEKTOpPhl, HOOTPOI-
Hble ¥ 00MIeyKpeIIsIoNie CpeacTBa. VICIoMb3yoTCs Bee
bOpMBI HelleKapCTBEHHOU Tepamuu, B TOM 4YHUCJIe Heii-
poxupyprudeckve Metonbl. IIpu joKambHBIX Qopmax
JUCTOHWY IIMPOKO IPUMEHSIOT GOTYIMHIIECKII HeHpo-
TOKCHH BHYTpUMBILIeYHO. [IponomkuTebHOCTh 3ddeKTa
cocraBisgeT 0KoJo 3 Mec. Kypcsl moBTopsoT o 3—4 pas.
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