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BBenenue.

bonesss  T'entmrroma  (BI)) -  HaclencTBEHHOE  XPOHHYECKOE
IIporpeccupylolee HelWponaereHepaTuBHOE 3a00JieBaHHE C MYJIBTHCHCTEMHBIM
IIOpa)XCHUEM TOJOBHOTO MO3ra H INHUPOKHM MOJMUMOPOUMOM KIUHHYECKHUX
IIPOSIBIICHUH, COCTaBJIAIOIIUMX OCHOBHYIO TpHagy CHMITOMOB — MOTOPHBIE
HapyIlIEeHHs, IPOrPECCHPYIOIIAE KOTHUTHUBHBIE pPAacCTpPOMCTBA, IICHXUYECKHE
HapymeHus (adhGeKTUBHBIE U TUYHOCTHBIE HAPYIIIEHHUS, TICHXO03HI).

JlanHoe  3aboneBaHme  oOIagaeT  ayTOCOMHO-IOMHHAHTHBIM  THIIOM
HAaClIeI0BaHMs U IIOJIHOM IIEHETPAHTHOCTBIO. Pa3BuBaeTcs BCIEACTBHAE 3KCIIAHCHU
TpUHYKJIeOoTHOHBIX IoBTOpoB ILIAI' B mepBoM sk30He reHa HTT, xoTopsrii
KOOUpyeT OeOK T'eHTHHITHH, JIOKaJIM30BaHHBIM Ha KOPOTKOM Iiede 4YeTBEPTOH
XPOMOCOMBIL.

bone3np ['eHTHHITOHa MMeeT IIHPOKYIO PacIpOCTPAHEHHOCTh U IIO3JHEE
IPOSIBIEHHE TEPBBIX CHMIITOMOB, YTO 3aTpyIOHSET IMArHOCTHKY 3a0oJieBaHUS,
BCJIEAICTBHE YEr0 3aHUMAET CYIIECTBEHHOE MECTO B CTaTUCTHKE 3a00JI€Ba€MOCTH H

CMCPTHOCTH 4Y€JIOBCKA.



ITHOJIOTHS U [IATOreHE3.

bonesns ['enTHHITOHA pa3BuBaeTcs BenencTsue Mytanuu B rene HTT (panee
u3BecTHOM Kak IT-15), koTopslifl pacmonoxkeH B AUCTaIFHOM y49acTKe KOPOTKOTO
mieda 4eTBEPTOH XpomocoMbl (obmacte 4pl6.3). Mytanms 3aximodaercs B
sKcraHcuu  (YBEIMYEHHH KOJWYECTBA) TPUHYKIEOTHAHBIX MOBTOpoB IIAT
(uMTO3MH—-aIeHUH-TYaHNH) B IEPBOM 3K30HE yKa3aHHOIo reHa 6oiee 35.

Taxum oOpazoMm, Hamuue y denoseka LAl -moBTopoB B konuuectse 6omnee 35
Ha ogHOM u3 ayueneit rera HTT Oynmer o3HagaTh HOCUTEIHCTBO MyTamuu bI'. Oto
IPUBOAUT K TOMY, YTO C MYTaHTHOI'O T'€Ha CHHTE3UpyeTcs OeNOK T'eHTHHITHH C
TIATOJIOTHYECKONH  CTPYKTYpod — U30BITOYHBIM COJEp)KaHHEM OCTaTKOB
aMUHOKWCIIOTBI IIyTaMUHA.

Kpaiine peakxo BCTpedaroTCs CIy4ayd FOMO3UTOTHOIO HOCUTEIBCTBA MyTallud
BI'. IlpumedarenpHO, YTO TOMO3HUIOTHOE HOCHUTEILCTBO MYTAallMd HE BIMSIET
3HaYAMBIM 00pa3oM Ha KIMHHYecKne ocoOeHHOCTH u Bo3pacT nebdrota BI' mo
CPaBHEHHMIO C F€TEPO3UTOTHBIM HOCUTEIBCTBOM.

Okcnpeccus rera HTT naGmronaercs Bo BceX OpraHax M TKaHAX, OJHAKO B
HauOOJIBIIel CTENIeHN OHA BhIpa)K€Ha B TOJIOBHOM MO3I€ U SIMYKaX.

Oyuknus Oenka TeHTUHITHHA OCTa€Tcs A0 KOHIA HE BBLICHEHHOH, HO
HU3BECTHO, YTO  O€MOK  TeHTUHITHH,  COIEpXKAaIlU{  IaTOJIOTMYECKHM
IIOJIMTIIyTAMAHOBEI (QparMeHT, TOKCHYEH i KIETOK TOJIOBHOIO MO3ra M
IIPUBOIUT K UX IPOrpecCUpyroel rubein.

C maToMop(}oJIOTHYEeCKOi TOUKM 3peHHs, HamOolee XapaKTepHBIM g BI'
ABIIIETCI IIOCTEINIEHHO HapacTaromas arpo¢us CTpyKTyp II0JIOCAaTOIO Tena
(XBOCTaTOE SOPO U CKOPIYIa) C MOCIEAYIOIUM BOBIECUYECHHEM B IIATOJIOIHYECKUM
mporecc JApPYyrux o0jacTeif TONOBHOIO MO3ra, BKIIOYas KOpy OOIBIIMX
nonymapuii. ITo mgamHeiM HaOmonatenbHeIX HccnenoBanuii PREDICT-HD wu
TRACK-HD, He3HaYHTEIbHO BRIPAKEHHBIE KIMHUYECKUE MIPOSBIECHUS MOTOPHOM
IMCOYHKIMA, KOTHUTMBHBIX M  IIOBEJACHYECKHX  M3MEHCHHH  HAYUHAIOT

TIPOSBIATECA y HocuTened Mytanuu BI' emé no MomenTa (mpuMepHo, 3a 10 ier)



YCTaHOBJIEHUS KIMHUYECKOr0 TUarHo3a STOro 3aboyieBaHus, a u30HparebHas
peruoHanbpHas aTpoQus BelecTsa TOJIOBHOIO MO3Tra HaunHaeT pa3BUBATHCS YKe 3a
12—15 net mo xuHUYecKoro neodrorta bI'.

Bbonesns ['eHTUHITOHA XapaKTepU3yeTCs MONHON MEHEeTPaHTHOCTHIO, T.€. IIpU
HaJMYUHd COOTBETCIBYIOIIEeH MyTanmm 3abojeBanme pasBuBaerca B 100 %
CIly4aeB, €CIHM 4YeIOBEK IOXHBAeT 0 COOTBETCTBYIOIIEro Bo3pacTa. BospacT
nebrota BI' mmeer oOpaTHO MPONOPHHOHATHHYIO 3aBHCHMOCTH OT KOJIHYECTBA
ITAI'-moBTOpOB — dYeM uX OOJbIle, TeM paHbIIe IOSBIISIOTCS CHMIITOMEI
3abonesanus. Tak, npu Hammauu [{AT-3xcnancuu B 36—-39 nosTopoB mebrot bl ¢
O0JBIION BEPOSTHOCTHIO MOXXHO OXHIaTh mocie 65 ner, a B coydae 60 LIAT
MIOBTOPOB M BEPOSITHEE BCEro pa3BUTHE IOBeHWIbHOW Gopmel BI' ¢ mebGrotom B
Bo3pacre 20 et u panee.

Ha nomo roBenmnbHO#N GopMmbl BI', B cpemneMm, mpuxomutcs okoio 5 %
marEeHToB. TakuM 00pa3oM, YIUTHIBASI, YTO HOCUTEIh MyTallid MOXKET HE JOXKHUTh
mo Bo3pacta nebrota BI' B cmiry uHBIX npuumH, QopmansHOo, Hamumume L[AT-
dKCIaHCcHH B 36—39 NOBTOPOB XapaKTepU3yeTCs HEMONHOW IIeHEeTPaHTHOCTHIO.
Bmecre ¢ Tem, BemmumHa I[IAIl-skcmancum ompenenser Bo3pacT nedroTa b0
IpuMepHO Ha 56 % — ocTaromasicss BapradellbHOCTh MOXET ObITh CIECTBUEM KaK
BIIUSIHUSI MHBIX T€HETHYECKUX Pa3Iuduil.

Taxkum o6paszom, BojesnHr ['eHTHHITOHa MOXeT IeOIOTHPOBaTh B JIFOOOM
BO3pacTe — MPENMYINECTBEHHO, B 3aBUCHMOCTHU 0T BennduHbI [TAI-skcranchy —
U XapaKkTepu3yeTcs HaludhueM Yy CyOBEeKTOB IIepHoAa aCHMITOMHOIO
HOCHTEIIbCTBA MyTaluu. BenmmuuHa skcnaHcud [[AI-moBTOpOB, Kak IIpaBuUiIo,
HapacTaeT B IIOCITEAYIOINX ITOKOJIEHUAX, OCOOEHHO IIpH Iepefadye MyTaHTHOIO
reHa I10 OTI[OBCKOM JIMHUKM — TaK Ha3bIBaeMbIll (PeHOMEH «OTIIOBCKOH Iepenadny.
VBenudeHne U3 IOKOJIEHU B mokoenue uncia [{AT” moBTopoB mpuBoAUT Kk Oojee
paHHEMY IPOSBIICHAIO B KaXIOM IIOCIEXYIOIEM IIOKONEHHM CHMITOMOB bI'

(beHOMEH aHTHLIMIIAINH).



IMHUAEMHOJIOTHS.

bonesns I'eHTHHITOHA OTHOCHUTCS K Op(aHHBIM 3200JI€BaHHSAM, TaK Kak eé
pacnpocTpad€HHOCTE cocTaBisieT MeHee 10 cmygaeB Ha 100 000 HaceneHwus.
Pacnpocrpanénnocte BI' B Poccuiickoii @expepanuu B I€JIOM HHKOr[a HE
OLICHWBAJaCh M IIO3TOMY CYIIECTBYIOT pa3pO3HEHHBEIC OSIHIEMHOJIOTHYECKHE
IaHHBIE 110 pacnpocTpadéHHOCTH bI' B oTnensHBIX pernonax Poccuw.

Ilo manHBIM cucTeMarmdeckoro obsopa Rawlins et al., pacnpocTpanéHHOCTE
BbI' (ra 100 000 HaceneHus) B pa3iIWYHBIX PETHOHAX MHpPA CIEAYIOMAs: A3us —
0,4; Lentpansaas u Bocrounas Esponma — 2,17; CeBepras Amepuka — 7,33;
Oxeanns — 5,63; BenukoOputanus — 6,68; 3amannas Espoma — 3,6.

CrouT OTMETUTB, YTO MOMHUMO CEMEHHBIX ciydaeB BI' cymecTByroT u
IaIMeHThl 0e3 OTATOMEHHOrO IO 3TOMY 3a00JIeBaHHUIO CEMEHHOTO aHaMHe3a, Y
KoTopeix Mytanmus bBI' Bo3Humkia de novo. Takue cilydadm COCTaBISIOT, IIO
pa3Iu4YHBIM oreHKaM, 5—10 % ot obmmero konudyecTsa manueHToB ¢ Bl

OcoOplif HWHTEpEC B OIHAEMHOJIOTHYECKOM KOHTEKCTE IIPEICTaBIIIET
uccienosanue Kay et al., B koropom Ol mpockpurupoBaHsl oopasisl JJHK 7
315 genoBek u3 obmeit momymsamun CIIA, [Hotnanaum u Kanamsr.

[To pesynpTaTram aHamu3a BBIICHHUIIOCH, 9TO B 00cCieNOBaHHON BhIOOpKE Ha
kaxxaeie 400 denoBek MpUXOAMIICS OnUH Hocutens MyTtaruu Bl (T.e. 250 Ha 100
000 HaceneHHs); IPH 3TOM PaCIPOCTPaHEHHOCTh HOCHTEIbCTBA L[AT-1OBTOPOB B
uaTepBaie 36—39 (Tak Has3pIBaeMas 30HA HEINOJHON meHeTpaHTHocTH bI')
cocraBuna 1 Ha 500 gyemoBek (mwmm 200 ma 100 000 HacemeHus), a
pacmpocTpanéHHOCTs HocuTenbeTBa L[AIl-oskcnancuum B 40 m Gonee mOBTOPOB
okasanack 1 Ha 2 500 wemoBek (vm 40 ma 100 000 macemenus). OTH HaHHEIE
CBHJIETELCTBYIOT O BO3MOXKHOM HEIOOIEHKEe HCTUHHOM paciupocTpaHEHHOCTH bI

u IJAT -skcnancuu B mepBoM 3k30He reHa HTT B pa3inu4HbIX MOMYJIANUIX.



Knaccupuxanus.

IIpuanMas BO BHUMaHUE OCOOCHHOCTH I'eHeTUKU bI', HOCHTEIbCTBO MyTalldK
3TOro 3a00JeBaHMs MOXET OBITH pa3lelleHO Ha aCHMITOMHEIM (premanifest) u
CHMITOMHBIH (manifest) mepuomsr.

ACUMIOTOMHBIH IEPUOA HoJpa3aenseTcs Ha IOCUMITOMHBIN
(presymptomatic), B Te4eHHE KOTOPOIO y HOCUTeNs MyTamud bl He oTMedaeTcs
HUKAaKWX CyOBEKTHBHBIX, KIMHUYECKHX WM H3MEPSIEMbIX HHCTPYMEHTAILHO
U3MeHeHHH# (Kak mpaBmiio, 3To 10-15 metr mo neGrota BI'), u mpompomambHBIR
(prodromal), KOTOpBINi XapakTepu3yeTcs IIOCTEIEHHLEIM IIOSBJIEHHEM cIabo
BBIP@KECHHBIX JIBUT'ATENbHBIX, KOTHUTUBHEIX U (MJIH) MOBEIEHYECKNX U3MEHEHMI,
He MO03BOJLIIOIINX IIPH 3TOM IIOCTaBUTh (GOpMaTbHO KIMHAYECKUH nuarnos bI'.

ITo cramusm 3aboieBaHusI B 3aBUCHMOCTH OT OIIEHKM II0 IIKaje OOIei
¢ynkuonansHO cnocobHocTw  (Total functional capacity, wmu TFC),
ABIAIOIIeNCA  pa3fgelioM  YHUQHUIUPOBAHHOW  INKAIBI  OIEHKH  OOJIe3HH
I'eatunrrona (UniDed Huntington’s Disease Rating Scale, mmUHDRS)
(MaxcumanbHBIH 6amt mo mxaie — 128, 6opmuii 6amt cooTBETCTBYeT OoIbIIeEMY

HeBpoJIorudecKkoMy nedunuTy) , bl uMmeeT cnenyromyro KiaccupuKaINATO

OO61uit 6amn TFC Cragus BI' OO1mast xapaKTepUCTHKA

11-13 1 Paunne ctagnm

7-10 2

4-6 3 Cramus YMEpPEHHBIX

KIIMHHYCCKUX HpOHBJ’IeHI/Iﬁ

1-3 ' 4 Ilo3gume cTaguu, WIA CTaguu

0 5 Pa3BEPHYTHIX

KIIMHUYCCKHUX HpO)IBJIeHI/Iﬁ

ITo xnmuHUYEeCKOMY (GEHOTHITY Ha OCHOBAaHHWH IIPEBAIMPOBAHUSA OIPEAEIEHHOIO
CHHIpPOMa YCIIOBHO pa3NyaroT cienyromue ¢popmsl bl

1. «Kmaccuueckas» THIIEPKAHETUYECKAL.




2. Purunnas:

v’ roBeHWIbHAs (BapuaHT Bectdast) — ne6ror B 20 JieT 1 paHbIIe;

v/ MO3MHSIS: HEPENKO SBJIAETCS CIEICTBHEM IpOrpeccHpoBaHMs bl ¢
TpaHcopManueld KIMHIIECKOH KapTUHBI THIIEPKUHETHIECKOr0 CHHIPOMa B
OpaIMKUHE3UIO C 3KCTPANMPaMUIHON MBIIEYHON PUTHAHOCTHIO; IIPHMEPHO
y 10 % B3pocibix mamuweHToB AeO0T BIT mpoHCXOOHT ¢ aKHHETHKO-
PUTHIHOIO CHHAPOMA C MUHUMAJILHBIME MIPOSIBICHUSIMHI XOPEH.

3. Ilcuxmdeckas (He HMeeT CaMOCTOSTEIHPHOTO 3HAYCHWS W BBHINENSETCS IIPU
PE3KOM IPEBAIMPOBAHUU IICHXWYECKHX CHMITOMOB HaJ HEBPOJIOTHYECKOM

CUMIITOMATHKOI).



Knuanueckne MPOSAABJICHUS.

CampIMM 4YacTBIMM IpH3HaKaMH Hadajla OHOIIECKOH Bl  gBisgroTcs
[IOBBIIIEHHAs  YTOMIIIEMOCTb, HEYCIIEBa€MOCTh Ha YyUYEOHBIX  3aHATHIX,
BEIDOKEHHBIE  BEreTaTUBHBIE HApyIIeHUS — MPHUCTYIBl  cepAleOuneHus,
apTepraibHas IUMIIOTOHHWS C HAKIOHHOCTBIO K CHHKOIMAIBHBIM COCTOSHHSM,
THIIEPTUAPO3, SMOIMOHANbHAS HEYCTOWYMBOCTh, C YaCTBIMH MPHCTYIIAMH
Pa3apaXUTENBHOCTH, BIJIOTH IO arpecchi. B HEKOTOPHIX ClydasX OTMEYarOTCs
HapyIleHNs OBYXKCHUA 110 TUITy THIOKUHE3UH U OpaguKHHE3UU C JUCTOHHYECKHAM
komrnonedToM. Ilpu JHK puarnoctuke B reHe HTT nmnunra ILIAI- moBTOpOB
cocTaBisiia 48 — 56.

IIpu BO3HUKHOBEHUH O0JIE3HU Ha TPETHEM — YETBEPTOM JIECATUIETHH XKU3HA
OCHOBHBIMH CHMIITOMaMU BBICTYTIAIOT ABUTaTeIbHBIEC HAPYINEHUSA. BOIBITHHCTBO
MallMEeHTOB 0 Hadaya KJIaCCHYECKUX IPU3HAKOB O0JIE3HH B TeUeHHE 2-3-X JIET
IOPEIbSIBISIIN JKaNOOBl Ha «XPOHHUYECKHU» HACMOpPK. IIpW 3TOM HCTHHHOIO
BBIZICTICHUS JSKCCyAara M3 IOJOCTH HOCAa HE OTMEYAaeTCs WU CBA3aHO JaHHOE
COCTOSHHE C THUIEepPKMHEe3aMH MHMHYECKOH MyCKynaTypel. B panbHelmem
IPUCOEOUHSIOTCS HapyIIeHUs KOOpAWHAIWK IBMKCHUS 3a CUET THIIEPKUHE30B B
HIDKHIX KOHedHOCTsX. [loxonka MOCTENeHHO CTaHOBUTCS IOXOXEH Ha IOXOIKY
IOABBINMBINET0 4YenoBeKa. lloBeneHYecKkWe HapyIIeHWs Yy [MJaHHOW TIpyIIBI
MPOSIBIIUTACH TPUCTPACTHEM K aJKOTOJI0, Pa3ApaKUTENbHOCTBIO, BILUIOTH [0
arpeccuy ¥ IpPecTYNHOIo IOBENEHUs, Ielpeccuedl. YpoBeHb HKCIAHCHU B I'eHE
HTT y nanHbIX manueHToB BapsupyeT oT 40 10 48 moBTOPOB.

[Tpu mo3nHe# Manudecranuu 601e3HN (IepBble Ipu3Haku 60s1e3HH B 60 eT
U cTapine) y O0JbHBIX HabII01aeTCsl coueTaHIe XOPEUIEeCKUX TUIIEPKUHE30B
C IWCTOHWYECKHMH HapylmneHUsMH. TeueHue OONEe3HH y [NaHHON KaTeropuu
OOJBHBEIX SBIISETCA MEIJICHHO IporpeccupyromuM, kommuectso L[AI- moBTOpOB

ot 39 10 42 (y ocHOBHOr0 KoymdecTBa — 39-40 moBTOpOR).



JAunarsocruka.

1. CO6op xanob u anamHe3a 3a00JI€BaHUS.

2. AnamHe3 XU3HH (A7 IPOBENCHUS KIIMHIKO-T€HEaIOTNIeCKOro aHaln3a).

3. ®uzukansHOE obcnenoBanue. Hanmnune xopen (HepUTMUYHBIE, OTPBHIBUCTEIE,
KaXyIIHecs  IPOU3BOJBHBIMH  JBIDKEHHS), arero3a  (3aMeJIeHHEIE,
W3BUBAIOIUECS,  dYepBeoOpasHble  IBUXKEHHUs), Oammsma  (pe3Kue,
pasMallucThle JBIDKEHHS, Kak IPaBUJIO, BOBJIEKAalOIIUe KOHEYHOCTh
[IEJIUKOM), TUCTOHUM (HEPUTMHUYHBIE MEJUIEHHBIE MBIIIEUHbIe COKpAIIeHNUS,
9acTO IMPHUBOAAIIKE K (OPMUPOBAHUIO MATOJIOTMYECKOM MO36bl), MHOKJIOHYCa
(BHE3amHBIe, OTPBIBUCTHIE IBUXKEHHUS IO THIY «yIapa >3JIeKTPUYECKHM
TOKOM) ), TapKHHCOHU3MaA.

BI' =xapakrtepmsyercs OonpmuM (QeHOTHNHYeCKHM pazHooOpazueM. EE
IIPOSBJICHUS MOTYT U3MEHSTECS 110 MEpEe Pa3BUTUS IATOIOTUYECKOro IIpoIiecca.
Tak, mporpeccupoBanre 3a00JI€BaHUS MOXXET CONPOBOXKIATHCS IOCTEICHHBIM
YMEHBIIIEHHEM BBIPQXEHHOCTH XOpeH U YCHJIEHHEM WHBIX CHMIITOMOB.
dopmanbHO KIMHUYECKui auarHo3 bI' IpHHATO BEICTABIATE HPH HAIMYUH
IBUTaTEIbHBIX CHMIITOMOB OOJIe3HW, KOTOpPBIE MOTrYT MaHH(ECTHpPOBATh
OOIIUM JIBUTATEIBHEIM O€CIIOKOMCTBOM, OECIIOKOMHBIMY IBIDKECHUAMHU B PyKaX
¥ HOrax, NPOBOIMPYEMBIMH CTpecCOM WM XoAs00i. I'TasonmBHraTelbHEIE
HApYIIEHHWS SBJSIFOTCS  OOS3aTeNbHBIM M HEPEOKO CaMbIM  DaHHUM
IBUTATENLHBIM CHMIITOMOM (HallpUMep, VyBEJIWYeHHE JIATEHTHOCTH H
3aMeiJIeHde CKOPOCTH CaKKaIWYeCKWX IBIDKEHHWH TIa3HbIX 650k u 1p.). Ilo
Mepe IpOrpeccHpoBaHds 3a00NeBaHUS BO3HUKAIOT IpyOBle HapylIeHHs
CIIENSAINUX [BMOKEHHM TIJIa3HBIX SI0JOK, OONBPHOMY CTaHOBHTCS IIPAKTHYECKH
HEBO3MOXHO 3a(HUKCHpOBAaTh B3TA Ha 4EM-IHO0, a K XOpee pasIuYHOM
CTEINEHM BBIPWKEHHOCTH IPHUCOCOUHSIOTCS HHBIE OKCTpalMpaMUIHbIE
HapyIlleHus, TaKhue KaK NUCTOHHWS M IapKMHCOHM3M. OIHHM H3 KIFOYEBBIX
IBUTATENILHBIX ~ HApyIIeHWH  SBISETCS  HEBO3MOXHOCTH  IIOJHOCTBIO

IIPOU3BOJIBHO KOHTPOJIHPOBATH IOBUT'ATCIIPHYID A4KTHBHOCTH, YACPXKHUBATDH
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KaKylo-Ti00 103y BCIENCTBHE TIPyOBIX HaCHnchﬁeﬁHLIX nerxennii. Ha

pa3BEPHYTHIX cTaauax bI' OOJBHBEIM CIOXHO BEINOJIHATL JIBMIKEHHS,

TpeOyIoNre TOHKOW KOOpAMHAIUM; OOMMH TeMI JBHUTaTelbHOM aKTHBHOCTH

3aMeUIIETCs; 3HAYUTENbHO HapyllaeTcs XoAb0a; pa3BUBAIOTCS MOCTYPaIbHEIE

HapyIleHus, NPHBOAAIIME K IaNeHHSAM; XapaKTepHBl TakXKe IU3apTpHs H

oucharus.

4. OneHKa KOTHUTUBHBIX HApYIIESHUH.

KoruutusHbIe HapylIeHNs BOZHUKAIOT yXKe Ha paHHWX 3Tallax 3aboJIeBaHus U

CIIy>KaT IIPaKTHYECKU YHHBEPCAIbHBIM NposiBieHueM bI', Bappupys mo cBoei

BBIp&)KEHHOCTH. B Haubombime#f CTemeHH CTPagaloT MCIOJIHUTENLHEIE

(QYHKIMH, CIOCOOHOCTh INIAHMPOBAaTh M OICHWBATH JEHCTBHSA, a TaKKe

HUMITYJIbCHBHOE IIOBEACHHE. Y MHOTUX MAalMEeHTOB OTMEYaeTCs 3aMelIeHHe

IICHXOMOTOPHBIX IIPOIIECCOB, COIPOBOXKAAIOIIEeCs amaThuell, CHIKEHHEM

VHUIMATUBHOCTH U BHUMaHUA K cebe.

5. OueHka NCHXMYECKUX HapyIIEHHH.

Ilcuxudeckue HapymeHus npu bl xapakTepusyroTcs Oenpeccueit u TpEeBOroi.

VYV TakuxX DanWeHTOB HEpeOKo HaOIIoMaeTcs pa3apaKUTEIbHOCTh, KOTOpas

MHOTA SIBJIAETCS IPUINHOM arpecCUBHOIO ITOBEACHHUS.

6. JlaboparopHas nuarHoctuka. IIpoBeneHrne reHeTHIeCKOro TeCTUPOBAHMS —
npsmoii IHK nuarHocTuky MeToIoM (parMeHTHOTO aHaIH3a.

OTmMmedaeTcss HAMM4YUA 3KCIAHCUM TPUHYKICOTHIHBIX [[AT-IOBTOpOB B J0OKYyCe

4p16.3 ¢ TOYHOH KONWYECTBEHHOW OLIEHKOW CTENEHU 3KCIAHCHH METOJOM

(¢parMeHTHOTO aHAHN3a.

7. 23I'-uccnenosanue.

8. MPT.

9. Koncynbramnus ncuxuarpa.
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Jleuenue.

OTHonaToreHeTHdeckoe JedeHne Bl He paspaborano. MenukaMeHTO3HAas
TEepalus HalpaBJieHa Ha CHMIITOMAaTHYECKYI0 KOPPEKIMIO IBHUTATEIBHBIX
HapylieHn#, ad@EeKTUBHBIX W  IICHXOTHYECKHX  DPacCTPOMCTB, HEpPEAKOo
OCTAIOIIMXCS BEChbMa DPE3UCTEHTHBIMH K Tepanud. VWowBHIyambHBIM m0OI00p
IIpenapaToB OIPENEIIETCS COYETAHUEM CIIETUPUIECKIX MOTOPHEBIX, KOTHUTHBHBIX
U IICHXWYECKUX HapyIIEeHUH y KOHKPETHOIO MAlEHTa B 3aBUCAMOCTH OT (DOPMEI K
cTanuu 3a00JIeBaHUs.

Koppeknus qBuratensHbIX HapyIIIeHHH:

L WHruOuTOpsl  NPECHHANTHYECKOI0  BE3WKYISPHOTO  IIEpPEeHOCca

nodamuHa:
Terpabenasun — EnuHCTBeHHBIH Nperapar, pa3pabCTaHHEIM CIENHAANBHO JUIA
HUBEJIMPOBaHUA XOPEUUECKUX TUIIEpKUHE30B mpu bl
HavaneHas 103a — 25 MI/cyT, ¢ IOCTENIEHHBIM MOBBIIeEreM 10361 10 100 Mr/cyT.
IIpenapar npuHuMaercs 3 pa3a B JI€Hb.

IL. Heliponentuxu:

OnaH3anuH — aTUNUYHEIN HEUPONIENTHK, JO3UPYETCsS OMHOKPATHO B IE€HE OT 2,5 110
20 mr/cyT.

3UIIPACUIOH — aTHNHYHBIA HEHPOJIENITUK, Ha3HadaeTcs B cpenneM mo 40 mr 2 pasa
B JIeHb 110 160 Mr/cyT.

Apununpason — aTUNUYHBINA HEUPOJIETITUK, HA3HAYAETCS B CYTOYHBIX J03ax 7,5-15
MT.

Pucnepunion — aTHnu4HEIN HEHPOJIENTHK, HA3HAYAETCS B CYTOYHBIX 103aX 6 MT.
KBeTnanvH — aTUNWYHBIA HEHpOJENTHK, Ha3Ha4YaeTCs B CYTOYHBIX mo3ax mo 400
MT.

Tuanpun — aTHOWYHBIA HEUpPONENTHK, Ha3Ha4YaeTCs B CyTOYHEIX no3ax ot 150 mo

1200 wmr.
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I"ayonepuon — pekoMeHIyeTcs B CyTOYHOM J03e He Gosiee 10 Mr Bo m3bexanue
pasBUTHS TapAWBHOHM JHUCKUHE3WHM. CHIXKAaeT BBIP2KEHHOCTh XOPEHYECKHX
THIIEPKUHE30B IPAaKTUYECKU BO BCEX CITyJasX .
III.  AmaHTagWHBEL:
MeMaHTHH — NMPOH3BOJHOE aMaHTaIWHA, Ha3HAYAETCS B CYTOUHBIX J03ax 10 20
MT/CYT.
AMaHTaquH — Ha3Ha4YaeTCs B CYTOYHBIX 103ax 10 400 Mmr.

IV.  benzomuazenuHsI:
Kionasenam — HazHagaeTCs B CYTOYHBIX J03aX 10 5,5 MT.

Koppeknus KOorTHUTUBHBIX HapyIICHHUI

PuBacTHIMHMH — pEeKOMEHIIOBaH B CYTOYHBIX JI03aX OT 3 7O 6 MI, IOKa3aHo
yIIy4lleHrue KOTHUTUBHBIX QyHKIW o qanabM Tecta MMSE .

'KoppeKuus felpeccu:

Bennadakcun (1o3a — 75 MI/cyT) B OTHOIIEGHHUH Jenpecc:iy u Muprasanus (60-90
MI/CYT) B OTHOILICHHUH JENPECCHU W CYUIIUIATBHEIX MBICIISH.

Koppekuuss  pasapaXuTeNbHOCTH,  arpecCHBHOTO  MOBENEHWS,  JAPYTHX
IIOBEICHYECKUX PAaCCTPOUCTB:

Jlo/DKHA OCYINECTBIIATECS B TECHOM KOHTAKTE C IICHXUATPAMH.

L Heiponentuku: Omnamsanue (5-10 wmr/cyt) , xBetwmamun (150-300
mr/cyt), ceprpanmuH (100 Mr/cyT).

II.  Axtugenpeccantel: ®PnyokcetnH — 3hdexTHBEH B OTHOIIECHHH
axuTanuu(Bo30yXIeHHOE COCTOsHUE) B H03e 20 MI/CYT y IallMEHTOB
0e3 HaIMYKS JEeTPECCHH.

III.  Asxcumomutuku: BycnupoH — HeOEH30qUE3EHIEHOBEIA AHKCHOJIHTHK
(20-60 mr/cyT).

IV. AmdxTuKoHBynbCaHTBl: BambpmpoeBas KuHCroTa — MOXET OBITh
3QdeKTHBHA B KadecTBE KOPpPEKTOpa IOBEleHus IS IIOHABIECHHUSL
arpeccud M axwutamuu B mo3e no 1500 mr/cyT B KOMOHMHAIHMH C
OJIaH3aMHAHOM.

Koppeknus rammonrHaTopHO-0peoBEIX pacCTPOMCTB:
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Tepamus OCTPBIX ICHXOTHYECKUX PACCTPOMCTB IO/DKHA OCYIIECTBIATHCSI B
TECHOM KOHTaKTe C NCHXMaTpaMM C Ha3HAa4YE€HWEM BCErs BO3MOXKHOTO CIEKTpa
AQHTUIICUXOTUYECKHX MIPETapaToB.

IIpn nmepBuuHO# auarHoctuke BIT (nonTBepmeHﬁHﬁ JIUarHo3 C IIOMOIIBIO
JHK-1uarsocTUKy) MOKa3aHUSAMH [UIS  CTal[HOHAPHOI'O JIEYEHUs]  SBIIAIOTCA
BBID@XEHHOCTh MOTOPHBIX H  IICHXHYECKHX paccﬂaoﬁcm, npudeM, IpH
IPEBAMPOBAHUA IIOCIECIHUX, HEOOXONUMO JI€YCHHE B CHENHATA3UPOBAHHOM
CTalioHape IcCHXHaTpuyeckoro mnpoomra. Ilpu HerpyObix addexTHBHBIX
paccTpoiicTBaxX, OTCYTCTBUHM CYHMITUAANBHBIX HIIEH, Heéommoﬁ BEIPOKEHHOCTH
MOTOPHBIX HapylIEHHM IPEANOYTEHHE OTHAeTCS aMOyIaTOPHOMY JICYEHHIO H

HaOJIOEHUIO.
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