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AKTYNbHOCTb

BbonesHb MeHTUHITOHa (Bl) — reHeTMYeckn AeTepMUMHMPOBAHHOE AereHepaTMBHOe 3aboseBaHWe LEeHTPasbHOM HEepPBHOW CUCTEMBbI,
XapaKTePMU3YIOLWEECa XOPEeUYEeCKUMM TUNEePKUHE3amMMu, MOBEAEHYECKMMM WU MNCUXMYECKMMM PacCTPOMCTBaAMM, Pas3BUTUEM AEMEHLMMU.
PacnpocTtpaHeHHoCTb Bl B 60/1bLIMHCTBE NONYAALMIA COCTAaBNAET 4-10x10".

Mopdonornyeckoit ocHoBow 6onesHu aBaseTca atpoduma Noa0CaToro Tena U 61egHOro Wwapa, Kopbl 60bWMX NOAYLWAPUIA C Pa3BUTUEM
Hapy»KHOM U BHYTpeHHel rmapouedanmm. Knaccuyeckas Bl HacneayeTca Mo ayTOCOMHO-A0OMMUHAHTHOMY TUMNY M 0BycnoBieHa 3KcnaHcuen
TpuHyKneotnaHbix CAG-nostopos (6onee 36) Ha 4p16.3.

Bblaenator gge KauvHuyeckne ¢opmbl 3ab0feBaHNA — TMMNEPKUHETUYECKYID U aKUMHETUKO-pUrMAaHyto. MMnepKuHeTMyeckas ¢opma
0ebloTUpyeT Ha 4-6-M AeCATUNETUN KU3HU TeHEPAIN30BaHHbIMM XOPENYECKUMU TUNEPKMHE3AMM, KOTOPbIE COYETAKOTCA C KOTHUTUBHBIMMU
HapyLeHUAMN NOAKOPKOBOIO TUMA, AENPeccuen, arpecCcMBHOCTbIO, PACTOPMOXKEHHOCTbIO, MHOTAA — C MCUXOTUYECKMMM PaAcCTPONCTBaMM.
3abosieBaHME MMEET NPOrpeaneHTHOE TeYeHne, NeTasbHblit UCXoa HacTynaeT yepes 15-20 nert.

BblAenstoT Tpyu cTaguv passuTUA 3abonesaHuns. Ha paHHel NosBAAKOTCA PacCTPOMCTBA HAaCTPOEHMUSA, HE3HAUNTE/IbHbIE KOTHUTUBHbIE U
OBUraTesibHble HapylUeHWs; B TeYEHWE CNeayloWwein CTafuu Ny TePAIoT CnocobHOCTb paboTaTb M BbINOHATL HEKOTOPblE AEWCTBUSA
CaMOCTOATENbHO, ABUraTEIbHbIE PACcCTPONCTBA NPUBOAAT K HAPYLUEHUAM KOOPAMHALMM, IMOTaHWA, NOABAAIOTCA CNOXKHOCTM B BOCNPUATUN
MHOOPMaLMN N HapyLLEHNA B SMOLIMOHANbHOW M NoBeAeHYecKoM cdhepe, TakMe KaKk pasfaparkuTeNbHOCTb, arpeccus, Aenpeccus, anatus; B
nosaHen ctaguu 3a60neBaHMA MALMEHTbl HYXKAQAIOTCA B MOCTOAHHOM MOMOLLM, 3a4acTyl0 OHM He CrnocobHbl FOBOPUTb, HO OCO3HAOT
OKPY)KaloLLyl0 AeNCTBUTE/IbHOCTb, TUMEPKUHE3bl MOTYT AOMOJHATLCA WM 3aMelaTbCA APYrMMU  HapyWEeHUAMU — PUTUAHOCTBIO,
OUCTOHWEN, bpaanKnHesnen. YCN0BHO MOTOPHbIE paccTpoincTBa npu Bl MoXHO pa3aennTtb Ha ABe rpynnbl — HEMPOU3BO/IbHbIE ABUMKEHUA U
HapyLlleHne NPOoU3BOJIbHbIX ABUKEHUW. K nepBOi rpynne OTHOCATCA XapaKTepHble XOpeuveckue rMmnepKknHesbl, aTeTONAHbIE ABUNKEHUSA,
ABuratenbHoe 6ecnoKoONCTBO, AUCTOHWYECKME MNPOABNEHWUA, TPeMop W u3peaKa MWOKNOHWMM. Ko BTopoi rpynne o6bl4HO OTHOCAT
OKY/JIOMOTOPHbIE HapyweHus (Mea/ieHHble CaKKagbl), KOOPAMHATOPHbLIE PACCTPOWMCTBA, HapPYLIEHWUS PeuYu, rNoTaHWsA, NOXoaku. Ecam
HenpousBO/IbHbIe [BUXKEHWA MPOrpeccuMpytoT, Kak NpPaBu/o, NUWb Ha PaHHUX CTaausax 3aboneBaHUs, TO HapyLeHWUA MPOM3BOJbHbLIX
OBUXKEHWI HAXOZATCA B CTPOrOM 3aBUCMMOCTM OT BpemeHu aebtota BI. KorHUTMBHbIE HApYLIEHMA BblPaKatoTcA B MOCTENEHHOM CHUMXKEHWUU
NamATh, BHUMAHWSA, KOHLLEHTPaLMKM, CMOCOBHOCTU K YCBOEHWIO HOBbIX GAKTOB M HaBbIKOB, 3aMe/IEeHHOCTbIO MbIW/IEHUA, YTO B UTOre
NpUBOAUT K Pa3BUTUIO FPyboi AemeHLMM NOAKOPKOBOro Tuna. OBeHW/IbHAA akKMHETUKO-purngHaa dopma Bectdana, Habaogaemasn B 5-
10% cny4yaes, pebiotvpyeT Ha 1-2-M [ECATUNETUWN KU3HU MbILWLEYHON PUTMAHOCTBIO, 3aTeM MOABNAKTCA KOHTPAKTYpbl, U3MeHAEeTCA
rnosefeHne, NCUXMKA, PA3BMBAIOTCA IMNWUIENTUYECKME MPUCTYNbl, MUOK/IOHUA, aTakcma. 3Ta dopma MMeeT 3/10Ka4yeCcTBEHHOE TeuyeHwe,
NeTanbHbIA UCX0A, HacTynaer cnycta 5-8 neT.

3ddeKkTmBHOE naToreHeTnyeckoe neveHuve Bl He paspaboraHo. [1A yMeHbLIEHUA BbIPAXKEHHOCTU XOPEUYEeCcKoro rmnepkuHesa
NPUMEHATCA aHTUA0GAMUHEPTMYECKME CPEeACTBa M3 TPYMMNbl HEMPONENTUKOB. BarKHbIM ABAAETCA aHTUMNCUXOTUYECKOE AEWUCTBME 3TUX
npenapaTos. MpumeHseTca ranonepuaon B fose 1,5-3 mr/cyT. B TAXeNbIX CAy4yaax A8 YMEHbLWEHMUA TMNEPKUHE30B HeWpoaenTUKu
LenecoobpasHo KOMOBMHMPOBATL C KNOHA3enamom B CyTO4HOM fo3e 1-4 mr. Mpu akKMHETUKO-pUrMAHON dopme HasHayaloT npenapathbl
NeBoAonNbl B coMETaHUM € MHMBUTOpamm MAO Tvna B 1 aroHMcTamun fodammnHoOBbIX peLenTtopoB. EAMHCTBEHHBIM METOAOM NPOdPUAAKTUKM
60ne3HN TEeHTUHITOHA fABNAETCA MeOMKO-TeHeTUYECKOe KOHCY/NbTUPOBaHWE WM MpeaoTBpalleHVe MOBTOPHbIX ClyyaeB 3aboseBaHUA B
OTATOLLEHHbIX ceMbsx [1-5].

LUenb: npeacraBneHme cobCTBEHHOrO HabNOAEHNA CEMENHOTO Cy4an runepkMHeTndeckon dopmbl Bl ¢ noaTBEpKAEHMEM AMArHO3a
MOJIEKYNAPHO-TEHETUYECKUM UCCNEeA0BAHUEM.

OnucaHue KIMHUYECKOro caydas

BonbHasn ., 53 net, paboTaeT yuntenem mysbiku. MocTynuna B KAMHKKY C anobamMn Ha HaCUNbCTBEHHbIE ABUMKEHUNA B KOHEYHOCTAX,
nLe, HapyLLeHNe NOXOAKW; CHUXKEHUE NaMATU; HapyLueHWe CHa; obLLyto cnabocTb.

B Bo3pacte 49 neT pPOACTBEHHUKM 3aMeTWAM MOBbIWEHHY BO36yAMMOCTb, HEYCMAUMBOCTb, TPEBOMXKHOCTb, 3MOLIMOHA/bHYIO
HeycToiuMBOCTb 60/IbHON. 3aTemM MNOABU/IUCH TUNEPKUHE3bl B AMCTa/IbHbIX OTAENaX KOHEYHOCTel, MUMUYECKMX MbIWLAX, A3bIKE;
M3MEHUNAcb NOXOAKA, Peyb U MOYepK. B TeueHWe mocnefHEro rofla OTMeYaeTca CHUMXKeHWe namaATv, beccoHHMUa. 3abonesaHne Umeet
nporpeaveHTHOe TeYeHwue.

MaTb nauueHTKM CTpajana aHanorMyHbiM 3abonesaHuem. 3abonena B BospacTe 52 neT, nosyyana feuyeHue B NCUXMATPUYECKOW
K/NIMHUKE, rae ymepna B Bodpacte 60 ner.
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HeBponorunyecknit ctatyc. BonbHaa sidopuyHa, AypawanBa, nepecnpalivBaeT, ObICTPO OTBAEKaeTcA. Beaywym B KAMHUYECKOW
KapTuHe ABNAETCA reHepasiM30BaHHbIA XOPEeNYeCKnii TMnepKUHes HU3KOM aMnNanTyapbl C MPEUMYLLECTBEHHOW IOKaAN3aUMen B ANCTaNbHbIX
oTAeNax BEPXHUX M HUIKHUX KOHEYHOCTEN, MUMMYECKOW MYCKynaType, asblke. MoxoaKa «TaHUyoWwan», MUMUKa OXK1BAEHA, 60AbHAA MHOTO
YKECTUKYMpPYeT. Peub OTPbIBMCTasA, MOYEPK KPynHbIN. MblweyHaa rmnoToHuA. PedieKcbl C KOHEYHOCTEW BbICOKME, CUMMETPUYHbIE. B npobe
Pombepra HeycTolumBa. Mpn BbINOJHEHUN KOOPAMHATOPHbIX NPO6 — MHTEHLMOHHbIN TPEMOP U AUCMETPUA.

Heliponcuxonormyeckoe uccaefoBaHve BbiBUIO KOTHUTUBHbIE HapyLIEHUA YMepPeHHOW cTeneHu BbipaxeHHoctn (MMSE: 26 6annos,
MoCA-TecT: 22 6anna).

Mpyn MPT ronoBHOTO MO3ra BbIABAAETCA PaACUMPEHUE XKENyA04KOBOW cucTeMbl M cybapaxHOMAANbHOrO NPOCTPaHCTBA 6ONbLIMX
nonywapui mosra.

[Opyroit natonormmn npu obcneaoBaHnm He 06HapYKeHO.

3aKknoueHue

[ebioT 3aboneBaHnn Ha 4-M LECATUNETUN KMU3HW NOBEAEHUYECKMMU HaPYLLUEHUAMMU C NOCNEAYIOWMM Pa3BUTUEM FeHEPAIN30BaHHOMO
XOPENYEeCKOoro rmnepKkmMHesa U KOrHUTUBHbIX HapyLLUEHWI MOAKOPKOBOrO TMMa, ayTOCOMHO-AOMMUHAHTHbIM TUMN HAaCNeA0BAHMA TUNUYHbI ANA
Bl, 4TO NO3BOAMNO YCTAaHOBWUTL [AMArHO3 KAMHWYECKM: 60ne3Hb [eHTUHITOHA, runepkMHeTuYeckaa ¢opma; reHepan30BaHHbIN
XOpenyecKknn rMnepKnHes, KOrTHUTUBHbIE HaPYLIEHWA YMEPEHHOMN CTeneHn BblipaXKeHHOCTH.

Mpy MONEKYNAPHO-TEHETUYECKOM WUCCNeA0BaHUM BbiABAEHA 3KCNAHCUA TpUHyKneotTnaHoro CAG-nostopa Ha 4p16.3 pasHasa 42, yto
[,0CTOBEPHO NOATBEPKAAET KIMHUYECKUI ANarHO3.
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