Mo3
MO3>KeUKOBbleé aTaKCMu




OTO CMMNTOMOKOMIM/IEKC, BKJTIOYAOLWMN HapyLUeHne
paBHOBeCUS N XoAbbbl (CTaTOTOKOMOTOPHAs aTakcus),
ANCMETPUI0 N ANCKOOPAMNHALUNIO B KOHEYHOCTSX,
MHTEHLUMOHHOE ApOXKaHne, CKaHAUPOBAHHYIO peyb, HUCTArmM,

HEKOTOpblE APYrne Npu3HaAKKU, BbI3BaHHbIE MOPAXEHNEM
MO3XXe4YKa N CBA3AaHHbIX C HUM CTPYKTYP.

Jlokanmnsaumna ovara:
NaTosIorns Mo3XXeuyka n/nnu ero npoBoAsiLNX NyTen

nopa)KxeHve nonyLwapuini Mo3XeuKa NpMBOAUT K PasBUTUIO
aTakKCuUKM romonatepasibHbIX KOHEYHOCTEN, NOpPa>KxeHne 4YepBss
MO3XXe4YKa — K aTakCuu TyJsi0BuULLA.




A. lNepBnyHaa (HacneagCTBEHHbIE UK
manonaTnyeckme, B OCHOBE KOTOPbIX
NeXnT HenpoaereHepaTUBHbIN NMpoLecc)
B. BropnyHasa (MHpeKUnn, onyxo/b,
TMNOTUPEON3, a/IKOroIN3M,
napaHeon/JlacCTu4ecknum CUHAPOM,
nobo4yHoe AencTBME NEeKapCTBEHHbIX
BeLLecTB n)

C. HacneacrtBeHHble
HenpoMeTabosimyeckmne paccTponCTBa

D. AHOMannsa pasBuUTUS



[[pynna reHeTn4yeckn obycsioBSIeHHbIX
3abosieBaHun gBuratenbHOM cdepsl,
BeAyLllen KIMHUYECKON XapaKTepUCTUKOU
KOTOPbIX SABMASETCS aNnn3oamnmyeckoe uiu
NOCTOSAHHO HapyLleHne KoopanHauum
ABWXXEHWUN, BO3HUKAKOLWKMX B pe3ysbTaTe
Nopa>keHns Mo3)Xeyka, ero cesizen u/mnu
COOTBETCTBYHOLLNX CEHCOPHbIX CUCTEM.



CoBpeMeHHas kKnaccnpmnkaumns HacneaCcTBeHHbIX
araKcmm

Bpo>xaeHHble (Henporpeccupyrouime
MO3)KeuyKoBble aTakcum (cnHapom Xybepa,
pa3/indyHble BapuaHTbl anaasnm n rmnonaasmm
nonyLwapum n 4yepesl Mo3XXeyka, runonsiasuns
FPAHYNAPHOro C/Nosa KOopbl MO3XXeyka un 4ap.)
AYTOCOMHO-peLecCMBHblIe aTaKCUU paHHero
BO3pacTa

e ATakcunsa dpuapenxa

e ATakCunu c HapyweHHoun penapauynen AHK (aTtakcus
TeneaHrnakrtasnga, cmHapom KokkenmHa, NMrMeHTHas
Kcepoaepma v ap.)

o ATaK)CVIl/I C OKYJIOMOTOpHOM anpakcuen (1-ro n 2-ro
TUNOB

e [lpyrne dpopMbl ayTOCOMHO peLleCCUBHbIX aTaKCUI
paHHero Bo3pacTa (cnacrtnyeckaa atakcua LLlapnesya-
CareHa, cmHapoMm MapuHecko-LUerpeHa v ap.)
X-cuenJsieHHble peLecCcCMBHblIe aTaKCUm (CMHOPOM
FXTAS v ap.)



AYTOCOMHO-IOMUHAHTHBIC ATAKCHHU MO3/IHET0 BO3pacTa

* [Iporpeccupytoiye ayToCOMHO JOMHUHAHTHBIE
CIIMHOLIEPEOCIIISIPHBIC aTaKCUH (CITUHOLIEPEOCILISIPHBIC aTaKCUHU
TUIIOB 1-28)

e Dnu30audecKkue arakcuu (1-ro, 2-ro, 3-ro TUIIOB)

e Jlpyrue peakue popMbl ayTOCOMHO JOMHUHAHTHBIX
aTaKTUYECKUX CHHIPOMOB

(cunapom I'epctmanna—IlITpeycaepa—lllerinkepa u ap.)
MeTaboimyecKue aTakCumn

* MutoxonapuaabHbie aTakcuu (cuHapoMbl NARP, MERRF u
1p.)

* ATakCuM IpH JTUNMKI03aX (A0ETATUIIONPOTEUHEMHS, OOJIE3HB
Humanna—IIvka u ap.)

* ATakcuM IpH JIM30COMHBIX 00Jie3HsX (0one3Hb Tes—Cakca,
Ae(UIIAT HEMpaMUHUIa3bl U JIP.)

e ATaKCHUM IIPU HACJIEACTBEHHBIX aMUHOALUAYPHUSIX U
OPraHUYECKUX ALUTYPUSIX

e Jlpyrue popMbl HACIEACTBEHHBIX META00INYECKUX aTaAKCUI



Nanonatnyeckasa no3gHAs Mo3XXe4ykoBasd
dTadKCU4

[[pynna obveanHsieT padHoobpa3Hble
AereHepaTtmBHble 3ab60neBaHNS MO3XeUKa,
MaHudecTupyrouwme nocne 20 net u
XapaKTepusytowmecst OTCYTCTBUEM KaKUX-
nnMbo HacneayemblX FEHHbIX MyTaLUUN.
KNnMHnKo-mMmopdosiormyeckme nposiBJieHUs
NaHHbIX 3abosieBaHN BECbMa CXO4HbI C
TaKOBbIMU MNpPU HacneacTBeHHbIX (4Yalle BCEro
— aYTOCOMHO-AOMUHAHTHbIX) aTakKCuUax.



Hayano naydyeHunto namonatnyeckom no3gHem Mo3>Ke4ykoBoW aTakcmm 6blo
nonoxeHo Ha pybexe XIX—XX BB. (Royet H., Collet ]., Dejerine J., Tomas A.),
NOYTU OAHOBPEMEHHO C NepPBbIMU OMMCAHUAMN HACNeLCTBEHHbIX aTaKCUMN.
Knaccnyeckmm aHaTOMUYECKNIN narHo3 «onmnmBonoHTouepebenngapHasa atpodpusa>»
6b1n BBeaeH B npakTuky J. Dejerine n A. Tomas B 1900 r.: oHn Habnawaanm 2
N30IMPOBaAHHbIX cnyyas 6one3Hn, MaHudecTtuposasllen B Bo3pacTte 40 n 52 net u
NPOSABAABLUENCS NPOrpeccupyroLlLMM HapyLeHneM KoopanHauum gBUxXeHUN
BCNeACTBME COYETaHHOro rnopaxeHusa Mosxeuka (nonywapun, 4YepBs, cpeaHeun
HOXXKM MO3Xe4yKa) M MO3roBoro cteosia (Mocta, HUXHUX onnB). BaxkHou
0co6eHHOCTbIO HabnoaaBLIMXCS ciy4daes bblna 3HaUYUTENbHAs TAXECTb U
o4YeBUAHAs NepBUYHOCTb NMOpPaXXeHMs CTBOJ1Ia MO3ra M UAyLWmnX OoT HEero 0JiIMBoO- U
MOCTOMO3XXEUYKOBbIX CBA3EN. YXXe B OpUrMHaAbHOM ONUCaHUM aBTopamMm 6b110
OTMEeYEeHO HECOMHEHHOEe CXOACTBO AaHHOro 3aboneBaHus C CEMENHbLIMU Cy4YasiMu
P.Menzel, xoTa nocnegHne xapakrtepusosanncb 6osee paHHMM Ha4vasioM n
Hanuymem xopendOopMHbIX rMnepknHe3oB B AebtoTe 6one3Hn. Takum obpasom, C
Hayana XX B. 0IMBOMOHTOLEpebennsapHyto aTpoduto NMPUHATO bbI10 AeNUTb Ha
cnopaauyeckyto dopmy [lexxepmHa—ToMa n ceMenHyro popmy MeHuens. B
HacTosilee BpeMsa TEPMUH «O/IMBOMOHTOLepebennspHasa aTpopusa>» NPUHATO
OTHOCUTb TOJZIbKO K CNOpaAuyYeckmnM CiiydasdM MO3)KeUKOBbIX AereHepauuun. N xotsa
HeKOoTOopble (POPMbl ayTOCOMHO-AOMMHAHTHbIX @aTaKCUMN TaKXe MOryT MMEeTb
NpPENMYLLECTBEHHO OSIMBOMNOHTOLEepebennsapHyto mopdosiormio (HanpuMmep GopMmbl
CLUA1 n CLIA2), aHaTOMUYEeCKMIN NMpUHLMN KnacCnpukaumm ayToCoOMHO-
AOMUHAHTHbIX aTaKCU NOTepPSAsT CBOK aKTyasIbHOCTb U MNepecTtas UCMos1b30BaTbCsA
nocsie BHeApPeHUSA B NPaAKTUKY COBPEMEHHON reHETUYEeCKON HOMEHK/aTypbl.



B 1919-1922 rr. 661210 NOKa3aHo, 4YTO B onpeaeneHHoOn 4actu cnyvaes
Cnopaanyeckon MO3>Xe4YKOBOW aTaKCUKM AereHepaTUBHbIN NPOLLEeCC MOXET
OrpaHM4YMBaTbCs rnaBHbIM 06pa3oM KOpPOM NoayLwapum U 4YepBs MO3XeykKa U
NPaKTUYECKN He 3aTparmBaTb CTPYKTYpPbl CTBOS1I@ FOJIOBHOIMO MO3ra
(Archambault L.S., Marie P. et al.). ®paHuy3ckune uccnegosartenm P. Marie,
C. Foix u T. Alajouanine B 1922 r. npeacrasnnmn Hambonee getanbHOE
onMcaHme AaHHOM pPa3HOBUAHOCTM MO3XXEYKOBOW AereHepaunn um
NOAYEPKHY/IN ee HO30J/10MMYeCcKYy CaMOCTOATENIbHOCTb, B CBSA3U C YEM
3abosieBaHmMe Ha NPOTAXEHUN MHOMMUX NeT UAEHTUPUUMPOBANOCh Kak
No34HAS KOpTUKanbHas Mo3Xe4dkoBasi atpodus Mapun-Oya—AnaxxyaHuHa.
Mocneaytowme paboTbl BHECNN psa AOMONHEHUN B KIIMHUYECKYIO U
MOP@OSIOrMYECKY0 XapakTepUCTUKY AaHHOMo CMHApPOMa. Bbl1o YyCTaHOBMEHO,
B YACTHOCTM, YTO YKa3aHHbIN TUMN MO3XXEYKOBOW AereHepaunm Hepeako
MaHUMeCTUpyeT U B OTHOCUTENbHO MO10AOM BO3pacTe (Ha 4-M AecATUNeTun
XXMU3HW), @ HA CEKUUUN MOXET MMEeTb MeCcTO OTHOCUTENbLHO Herpyboe
BOB/IEYEHNE HMXXHUX ONNUB U APYIrUX CTPYKTYp CTBOJS@ MO3ra, No-BMamMMomMmy,
BTOPUYHOE MO OTHOLIEHUIO K aTpodumn napeHxmmbl Mo3xedka (Greenfield J.
C., Kumar D., Timperley W.R.). Mo3ToMy B HacTosiLiee BpeMs
paccMmaTpuBaemas opMa onpeaensietca 6onee obWMM TEPMUHOM
«MapeHXMMaTo3Hasa KopTUKanbHas MO3XeuykoBas atpodusa». [lpyroe nHoraa
npuMeHstouleecss obo3HaudeHne cuHapoMa — uepebennoonuBapHasa aTtpodus
— NoAYepKUBAET NEPBUYHOCTb MOPaXXeHUs MO3XXEUYKOBOW KOpPbl U paKT
peTporpaaHon aereHepauun HMXHUX onme (Fox S.H. et al.).



Knaccuopukauma cnopaamyecKkmx AereHeparmBHBIX aTaKcmiia

Manonarndyecxkads
(cnopaanuyeckas) nozaaAHaa
MO3IXKeYKoBad arTakcma

OnNnMBONOHTO-
uepeSennapHan
arvpodwna

flenokonmnun
(myrTaumu s
reHax SCA,
FRDA v aAp.)
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KOoOpTUuKansHasa
MO3I>XKevKosana
artpodnsn

MapenxvimaroaHasn

PDeHoOKOMNMM
(Crrvnpom KopTukKans+Hor
MOIXKSUKOBOWN aTpodnn
nNpum ankoronmuamMme,
INOoKavecTBEeHHLIX
onNyxonax, rmnorTnpeose
v oap.)

«HYumcraa»
OJIMBOINMOHTO-
uepeSennapHasn
arpod>mna

OcCcno>XHeHHbLIN
MYJNIbBTUCUNCTEMHLIN

BEapMaHT OJIMBOTINMOHTO -

uepeSennapHon
arpodoOumum
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OlNLUA npeactaBnsetr cobon MeasieHHOo
nporpeccupytoulee 3abonesaHne, KOTopoe
MaHudectnpyet 06bl4HO nocne 40—50 net u
NpoOsSABNAETCS HapacTatloLwen MO3>XKe4YKOoBOU
aTakCunen B coueTaHuun c gusapTtpuen, AMC@OoHUEN,
HapyLUEHWEM [NIOTAaHUS, MAPKNHCOHU3MOM,
nMpamMnaHbIMMU 3HaKaMmn, paccCTponCTBOM
CPUHKTEPOB, pexe — CHUXEeHUeM KOrHUTUBHBbIX
MYHKLUWN, HApYyLUeHneM cneaswmx ABUXKeHUM
rNa3HbiX 96/710K, CHMXeHnem BnbpaumnmoHHOW
YYBCTBUTEIbHOCTM.



«Yucras» OILA

B HeEKOTOpbLIX cnydaax y
MNauneHToB Ha (POoHe
NporpeccnpoBaHuns
npouecca KapTuHa 6osiesHun
orpaHu4ymBaeTcs
NopaxXeHneM Mo3xeuka, ero
CBS3eN U CTPYKTYD,
pa3/IN4yHbIX YPOBHEW CTBOJIA
MO3ra; B 3TUX Ciy4vasax
6one3Hb nporekaeT
OTHOCUTENbHO
6naronpusaTHO N MOXeET
PACTAHYTbCS Ha roabl

OCno>HeHHbIN
MYJIbTUCUCTEMHbIN BapuaHT
OnuA

B apyrnx cnyyaax OlNUA c
TeyeHneM BpPeMEHM
OCJIOXXHAETCH npncoeanHeHnem
COBOKYMHOCTM CMMMNTOMOB
nopakeHus apyrux obnacreu
CMUHHOI0 U ronI0BHOro Mosra(k
MO3>Xe4YKOBOMW CTBOJIOBOU
ANCHOYHKLNN NMPpUCOeanHUI0Ch
nposaBSieHNne NapKUHCOHU3MA,
BereTaTUMBHOMU
HeAOCTaTOYHOCTU, BOB/IeYEHUE
KOPTUKO -CMNMHANIbHOro TpakTa)
N 3BOJTIIOLLMOHUDPYET B
TUMNYHYIO KapTUHY
MHO>XeCTBEHHOW CUCTEMHOMU
aTpodun.sengaercsa 6onee
3/T0KaQYeCTBEHHbIM.



[To nmerowmmMmca AaHHbIM, O BbICOKOM
pucke TpaHcdpopmaumum OlNLA BO
MHOXEeCTBEHHYO CUCTEMHYIO aTPOPUIO
MOXET CBUAETEeNbCTBOBATb MO3AHUN
BO3pacT Hayana atakcuum (crtapuwe 51),
ObICTPbIN TEeMN HapacTaHUs PacCTPOUCTB
KoopaunHauun B aebiote 6051e3HU, a TaKXKe
paHee pa3BuTne ANCHPYHKLUN CO CTOPOHBDI
Mo4yenosioBou cepbl. bonee no3aHee
Ha4yano 6os1e3HN NoBbILIAET PUCK
HebnaronpusaTHOro Te4yeHnsa n 6bICTpOK
rméenun 60sbHbIX.



Bblslo oTMeyeHo, 4To cxoaHas ¢ OlNUA cumnToMaTuka u
HeEMpoMopdOorma MMeeT MeCcTo eLle Npu ABYX peaKkux
HenmpoaereHepaTUBHbIX 3abosieBaHUAX —
CTPUaTOHUrpanbHON AereHepaunm n cnHapome Lasg—
Adpenp)xepa. 2T0 NO3BOINI0 06bEeANHNUTD
onmBonoHTouepebennapHon atpodpum (OMNLUA),
CTPUATOHUrpanbHYO AereHepaumnto u cuHapom Las-
Apenp)xxepa B paMKax Tak Ha3biBaeMOW MHOXeECTBEHHOM
CUCTEMHOM aTpodumn. nga Bcex yKaszaHHbIX
dheHOoTUNNYEeCKnX BapmaHToOB MHOXXEeCTBEHHOW CUCTEMHOM
aTpodPnmn XapaktepeH no3aHnM Bo3pacT Ha4vasia 60n1e3Hu
(06bblYHO Ha 5-6-M gecATUNETUN XNU3HU) N HEYK/TOHHOE
nporpeccnpoBaHue rnpouecca, npusoasiuiee K rmbenuv B
cpeaHeM 4yepe3 6—10 net oT MOMEHTa NOoSB/IEHUA NEepPBbIX
CUMMTOMOB.



lapeHXnMaTo3Hada KopTuKanbHasd
MO3)Xe4yKoBas aTpodua - popMa
ManonaTnyeckom cnopagmnyeckoun
MO3)XXe4YKOBOW aTaKCUN HauynHaeTCcs
yalle BCero Ha 5-M gecatuneTuum
XXU3HWU, XOTSA BO3PpacCT NOAB/IEHUS
NepBbIX CUMMNTOMOB MOXET ObITb
BapunabenbHbIMN HEpeaKO AOCTAaTOYHO
no3aHmMM (BMAOTb A0 /-8-To
AecaTuneTuns).




OCHOBHble KJIMHNYEeCKNEe CUMMTOMbI —
aTakcusa Tyfiosuula B npobe Pombepra v npwu
xoabbe, HapyuweHne KoopanHaunmM ABUXEHUN
B HOrax, AmM3apTpusa; AUMcKkoopAanHauus B
pyKax 06bl4HO BbipaXXeHa He pe3Ko M He
CKJIOHHa K MporpeccupoBaHuto. Y oTaenbHbIX
60/IbHbIX MOIrYT BbIABMISATbLCA TaKXe
nMpaMmnaHble 3Haku, HUCTarM, TPEMOp ros10Bbl
N PyK, BbiNageHne axmnnnoBblX ped1eKCcos.
TeMn HapacTaHna CMMNTOMOB BeCbMa
Mea/1IeHHbIN, NPOAOJIXKNTENbHOCTb 60/1e3HK
MOXXeT coctaBuTb 20 net n 6onee. Taknm
o6pa3oM, NapeHXMMaATO3HY KOPTUKAbHYIO
MO3XXeYKOBYIO aTPOdPUIO MOXHO
oXapaKTepn3oBaTb Kak OpMy C MeaJ/IeHHbIM
nporpeccupoBaHMeM MO3>Ke4YKOBOW
CUMNTOMATUKN «B YNCTOM BUae».



JlnarHocTmka rno3gHeu

MO3)KeYKOBOU aTaKCUu:
ceMenHbI aHaMHe:s
KIIMHN4YEeCKas KdpTuHa.

pa3BUTHNE CUMMETPUYHBIX MPOSIBJIEHUN
MO3)Ke4YKOBOMU HEAOCTATOYHOCTHU
Ha4dasio 60s1e3HN B CPEAHEM WU
[MOXXUJIOM BO3Pacre

coyeTaHune atakcuu c rnpulHaKkamu
MYJIbTUCUCTEMHOIro rnopaxxeHumsa LHHC

HEeYKJ/IOHHOE rporpeccupoBaHue
6os1e3HU



MeToabl HEMPOBM3YaNN3aLmnm

KoMnbloTepHasi peHTreHoBCKasa U
0CO06eHHO MarHMTHO-pe30HaHCHas
ToMorpadus roloBHOro Mo3ra. Y atmx
naumeHToB KT no3songer
NPOAEMOHCTPMPOBATb aTpoduto
NosyLwapum n 4epBs MO3Xeyka, a npu
OlUA TakXxe n pacwmnpeHue
LUCTEepHasbHbIX NPOCTPAaHCTB MOCTA
Mo3ra. bonee MHMOpPMaTMBHbLIM
asndetca MPT-uccnegosaHue, npu
KOTOPOM OTYETINBO BU3YyaIN3UPYIOTCS
BCe HeobxoanMble CTPYKTYpbl 3a4HEN
yepenHon SIMKW: TUMWYHbIW NaTTepH
namonaTnyYecKkomn nosgHemn
MO3)XEUYKOBOMN aTaKCUKM BK/IOYAET
KOMBUMHNPOBAHHYIO aTpodUio
MO3XeuKa U pa3fIMyHbIX YPOBHEN
CTBOJ1a MO3ra. B HEKOTOpbIX Cnyyadax B
no3aHen cragmm 6051€3HU Ha
TOMOrpaMMax MOXeT onpeaensTbCs
TaKXe pacwmpeHne 60KOBbIX
XXenyaoukoB 1 cybapaxHouaanbHbIX
NPOCTPAHCTB 60bLWNX MoayLapum
MO3ra.




[Mpwn
OJINBOMOHTOUEepebenndapHou
atpodum (OMNLUA) KapTuHa
N3MEHEHUN CO CTOPOHbI
MOCTa MO3ra Ha T2-
B3BeLUEeHHbIX CHUMKaX
NO3BOJISET BbISIBUTb BECbMa
cneumPunUHbIi KCUMMNTOM
KpecTa», Takune xe
N3MeHeHUs onpenensTcs
Npy ayTOCOMHO-
AOMUHAHTHbIX (bopMax
aTakcuun c 6nm3koun
MOPEOJSIOrMYECKOU
kaptnHon (CLUA1, CLA2).









OnpepeneHHoe AMarHoCTnyeckoe 3Ha4vyeHue npu
nanonaTu4yeckom nNo3aHenm MO3)XEeUYKOBOW aTaKCUU U
0cobeHHO Npu oNIMBOMOHTOLEPEDbennapHON aTpodPuUn
(OlNUA) urpaet nccnegoBaHme KopoTKONaTEHTHBIX
aKyCTUYECKMX CTBOJIOBbIX BbI3BAHHbIX MOTEHLMAN0B
(KACBI1). lJaHHbIN MeToA NMO3BOJISIET TECTUPOBATb
COCTOSIHME nepndepnyecKkmnx U ueHTpasibHbIX CTBO/IOBbIX
OTAEN0OB CNYXOBOro aHasim3atopa U TeM CaMblM KOCBEHHO
CYAUTb O CTENneHn BOoBJIeYEeHNS B NMaToO/I0OMMYEeCcKnm
NpoLEeCcC pa3/IMyHbIX CTPYKTYpP FoJIOBHOro mMo3ra. Y
60onbHbIX OTLIA nmMeeT MecTo Bblpa>XeHHOe HapylweHune
CJTYXOBbIX BbI3BaHHbIX OTBETOB, NMPENMYLLECTBEHHO 33
CYET Ae30praHn3aumnmn LeHTpasbHbIX CTBOJIOBbIX MUKOB —
KoMrnoHeHToB II—III (MeaynnonoOHTUHHBLIA YPOBEHDb).
Bosiee Toro, otMe4yeHo onpeaesneHHoe COOTBETCTBUE
KnuHunyeckon taxectm OlNUA v cteneHn naMeHeHun
KACBI1, yto no3BongeT pekomeHaoBsaTtb Metoa KACBI
ONs OLEHKU nporpeccmpoBaHmna 60s1e3Hu.



OnddepeHumnanbHbin ANArHo3

HaHHble 3aboneBaHna Heobxoanmo anddepeHLMpoBaThb C
Hac/neaACTBEHHOM CnacTUYeCKoW aTakcuen

[ebtoT aToro 3aboneBaHnda B Bo3pacte 30—50 net. NNaBHbIMU
CMMMTOMaMU SABNSAIOTCA NporpeccunpyoLlas Mo3)KeuyKoBas
aTakCusl; NpPorpeccupyrowmm HMXHNUNU CacTUUYECKUN
napanape3 (B pykax HabnwagaeTcs Nulb NoBbllLeHMe
CYXOXW/IbHbIX ped/1eKcoB); HapyLweHne noxoakm no
CMacTUKO -aTaKTUYEeCKOMY TUmny.

Y MHOrnx 60sibHbIX MOXeT HabnaaTbCs A0NO/HUTEbHAS
HEBpOJIOrMYyeckass CMMNTOMaTUKa: AN3apTpus; HUCTarM;
rnasoaBuraTtesibHble pacCTpPOMCTBaA; aTpodus 3pMTeJ'IbeIX
HEpPBOB; KOrHUTUBHbIE HapyleHusa (BnaoTb A0 CTeneHu
ﬂeMeHuMM)

[Mpy MPT-nccnegoBaHnu BbisIBNAETCA aTpodus CIMHHOIO
Mo3ra. [pn Mmopdonornyeckom nccneaoBaHmm
obHapy>xmuBaeTcs gereHepaumns 60KoBbIX CTON1I60B CMMHHOIO
Mo3ra (bonbwe B NtoMb60-CakpasibHOM CerMeHTe),
AereHepaumns CTpyKTyp CpeaHen HOXKU MO3XedKa,
NpPOAONrOBAaTOr0 Mo3ra, saep MocTa.



Takxxe andpdepeHumMpoBKa MPpoOBOANUTCH C
HaabsAepHbIM NapainyoM O KOTOPOM
CBUAETENbCTBYET Nape3 BepTUKaJibHOro
B30pa (0cobeHHO Npu B3rnsae BHU3),
XapakTepHasi pa3rnbartesnibHas no3a rosioBbl
N TynoBuula, 6bICTPO HapacTaloLWmnn
nceesaobynbbapHbin CMHAPOM, Nannaanus,
yacTble naaeHnsa Hasaa (nosaBnsroLmnecs
yXxe B aebtote 6051e3HM), a TakXKe 3aMeTHas
aTpodusa CTpyKTyp cpeaHero mo3ra Ha MP-
TOMOrpamMMmax.



3anono3puTb KoOpTnkobasasibHYO AereHepauuto
NO3BOJISET Hann4yme y 601bHOro anpakcuun, adasmn,
(deHOMEHA «YYyXXON PYKU», MNOKTOHNIN, CEHCOPHbIX
PACCTPOUCTB KOPKOBOIro Tuna, N0OHbIX 3HAKOB,
aCUMMEeTPUYHON aTpodPunn NobHO-TeMeHHbIX obnacTen
MO3ra no gaHHbIM MPT.

Ana 6onesHn anddy3HbiX Teney JleBu BecbMa
XapaKTepHO paHHee pa3BuUTMe AeMeHUnmn, adPPeKTUBHbIX
N NMCUXOTUYECKUX PaCCTPONCTB, KOTOPblE HEPEAKO MOryT
6bITb AebtoTOM 60s1e3HN, «obpacTasa» no3aHee ApYruMu
pa3Hoobpa3sHbIMKM cmMnToMamn, Cneayet NnoA4YEpPKHYThb,
YTO A1 BCeX NnepeyncinieHHbliX HempogereHepaTUBHbIX
3a60/1eBaHMN MO3XKeUYKOoBasl aTakCmMs He XapaKTepHa
(paccTponcrTBa NOXOAKM Y TaKMUX NaLMEeHTOB HOCAT, Kak
NpaBu0, CNOXHbIK NOBHO-MOAKOPKOBbLINA XapaKTep),
NO3TOMY MaHuUdecTaunsa Ha PoHe MYNIbTUCUCTEMHOIO
npoLuecca «UCTUHHbIX>» KOOPANHATOPHbIX HapyLeHNN C
pa3BUTMEM aTpPpodPunKM Mo3xXeuKa 0bbIYHO No3BONISET
YEeTKO opueHTupoBaTbCcs Ha amarHo3 OlMLA.



CUHAPOM KOPTUKANIbHOW MO3XXEUYKOBOW aTpodumn npu
ankoronnsme. KnnmHmnyeckass KapTuHa Takoro cmHapoMa BecbMa
61113Ka K NposiBNIEHNAM NMapeHXMMaTO3HOW KOPTUKAIbHON
MO3>XeUYKOBOU aTpPpOdPUNN U BKIIKOHAET BblPpa>X€HHYO WATKOCTb
NOX0AKM, pe3Koe HapylleHne KoopanHaunum u MHTEHUUOHHbIW
TpeMmop B Horax (pyHKUMS pyK CTpadaeT B 3HAYUTENIbHO
MEHbLUEN CTeneHn), Herpybyto An3apTputo, NpU3HaKu
nonnHenmponaTnum (YrHeTeHUe CyX0oXubHbIX ped1eKkcosB,
4YyBCTBUTE/IbHbIE paccTpoucTea, 6onn n ap.), TpeMop nasnbLEB
PYK. XapaKTepHO noAoCcTpoe pa3BuUTnUe CUMMNTOMATUKN, HEPEAKO
NPpUYypOYEHHOE K o4epeaHOMY 3arok, nocse 4yero B AaslbHENLLEM
3abosieBaHmne nporpeccupyeTr o4eHb MeasIeHHO N He BJIUSET Ha
NPOAO/IKUTENBbHOCTb XN3HWU. OBbLIYHO NOC/e NnpekpaweHns
NpueMa asikorosia HapactaHme CMMMTOMOB NPUOCTAaHaB/IMBAETCH,
OJHaKO CYLLeCTBEHHOIro yMeHblUeHNsa nNposiBIeHnn 6osie3Hn He
oTMe4vaetca. [pu KT- n MPT-uccnepoBaHnm y Takmx nauneHTOB,
KaK npaBusio, o6Hapy>XmnBaeTcs He TOJIbKO aTpodus 4yepsBs u
NonyLwapum Mo3Xeuka, HO M 3aMeTHoe paclunpeHune
cybapaxHonganbHbIX NPOCTPAHCTB 60MbLIMX NOMYLIAPUKA MO3ra.



HeobxoanMo npoBoanTb AN PepPeHLUMNPOBKY C
HacneacreeHHOM opMon aTakcun. Hanpumep, €
ayTOCOMHO-AOMWHAHTHOW aTakcuen. KnmHnyecku
BO3MOXHO BblAefieHne TpexX OCHOBHbIX BapUaHTOB
TeYeHUs:

coYeTaHue CMMMNTOMOB MOpa>XeHns Mo3XXeyka C
npucoeanHeHmneM aKCTpanmnpamMuaHbIX
PACCTPOUCTB, CHUXXEHUS UHTENJIEKTA,
opTanbMonJaermm n atpodpun 3puUTenbHbIX
HEpPBOB.

XapaKTEepPHO coYeTaHMe MO3XKEeUYKOBbIX
CUMMTOMOB C nporpeccupyroen auctpodumen
CeTyaTKu B MakynsipHon o61acTtu,BO3MOXHO
npucoeanHeHune aKcTpanmpaMmmnaHbIX
PAacCTpPOUCTB, AeEMeHUNN, opTanbMOonaermu.
XapaKTepnsyeTcs TOJIbKO KJIMHUKOW MopaXeHus
MO3XKeukKa.



[TpeanonioXxeHme o BO3MOXHOCTU
atTakcum Opuapenxa A0NXKHO 6bITb
cAenaHo npu Haanumm y 60sIbHOro
TOTa/IbHOU CYXOXWJIbHOWN aped®/1eKCUu,
Bblpa>XEHHbIX HapyLleHnn rinybokoun
YYBCTBUTESNIbHOCTU NN
MeTabonmnyeckon kapamoMmmonaTum.




Cneaymowmn gudpdepeHumanbHbi AMArHo3 NpoBoAUTCS C
cuHapom FXTAS - HempopereHepaTuBHbIM 3abosieBaHNEM
nosaHero so3pacrta. OHO pa3BMBAETCH Y MYXUYUH U
3HAUYUTENIbHO peXXe YeM Y XKEHLUNH, ABNAWNXCaS HOCUTENAMN
npeMyTaunmn B HeTpaHcinpyemon 5-obnactm reHa FMR1.
KnuHnyeckn cmHapomM FXTAS 06bl4HO MaHU@ECTUPYET Y
NOXWNbIX B BUAE Nporpeccupyrolen Mo3xeuykosou
CUMMTOMATUKN (MHTEHLUMNOHHbLIN TPpEeMOp, aTakCcnsa Xxoabos.l,
ON3METPUS , MO3XXKeuKoBas An3apTpud ). XapaKTepHOo, 4YTo
3HaUUTENbHAS Bblpa>X€HHOCTb MHTEHLUMOHHOIO TpeMopa He
COOTBETCTBYET bosiee MArKNUM NPOABSIEHUSAM APYIrUX
MO3)Xe4uKoBbIX cmMmnTtomoB. B 10-30% cny4yaeB nMmeeT MecTto
TPEMOpP MNOKOS, a TakKXe TpeMop 3CcCeHuManbHoro nmbo
cMelwaHHoro Tuna. lNpumepHo y 60% 60/51bHbIX C CUHAPOMOM
FXTAS pa3BuBaeTcs NapKMHCOHU3M (6paanknuHesuns ,
PUTMAHOCTb , peXe NapKMHCOHOBCKOE ApOXaHune), KOTOpPbIn
06bl4HO He YyBCTBUTEJIEH K NpenapaTtam nesoaonsl. BecbMa
TUMMWYHbI TaKXXe BeretaTuBHbIE pacCTpoUCTBa (HeaepXxaHue
MOYM U Kana, UMNoTeHUNs ). B psae ciydyaes B CTPYKTYpPY
cuHapoMa FXTAS MoryTt BXoAuUTb KOFHUTUBHbIE PACCTPOUCTBA,
ncuxmaTpuyeckme cMMnTombl (TPEBOXXHOCTb, Aernpeccus ),
nepupepunyeckasa Hesponatus . Hanmume ABYCTOPOHHUX
o4yaroB B 6e510M BellecTBe cpefHNX HOXEeK MO3Xeuka
XapaKTepHo Ansa cuHapoma FXTAS.



[1o34HAS cCMMNTOMAaTUYecKas MO3Xe4dyKoBas
aTpodusd, accounmpoBaHHas C rMNOTUPEO30OM.

XapakTtepusyeTcs no3gHuUM cropaanvyeckmum
Ha4danoM 6one3Hn, NnpenmyLecTBeHHbIM
nopa)eHmeM LepebennsapHbiX CTPYKTYP,
ANereHepaTUBHbIM XapaKTepoM NaToN0rmMyeckoro
npouecca U HU3KUM coaep>XaHneM TUpPeouaHbIX
FOPMOHOB LLIMTOBUAHOWN Xene3bl B CbIBOPOTKE
KpoBu. KpoMe HapylleHnn B BUAE aTaKCUKM Xo4bbbl,
ANCKOOpPAMHALUUN B KOHEYHOCTSX U HapyLUEHUSAX
peyn HabnaalTCa KIMHUYECKNE NPosiBAEHUS
rmnotTupeo3a (cnabocCTtb, COHNNUBOCTD,
YTOMASIEMOCTb, MOCTOAHHOE YyBCTBO X0J10A3,
M3MEHEHME ronoca, HapyLweHuns cnyxa,
OAYT/I0BATOCTb /i@ U OTEKN KOHEYHOCTEN —
MuUuKceaema).



JIEHEHWE

DPPEKTUBHOE NMaToreHeTn4YecKoe eyeHume
nanonaTuvyecknx No3aHMxX atakcmm Ao
HacTosLero BpeMeHn He pa3paboTaHo.
BO3MO>XXHOCTU CMMMTOMATUYECKOWN Tepanuu
TakKXXe AO0CTaTOYHO OrpaHuUYeHHbl U He
OKa3bIBAlOT CYLLECTBEHHOIO BIUSHUA Ha
NporHo3 3aboneBaHnsa. HoBble NOAXOAbl K
NeYeHN0 nanonaTuYecKnx atakCcmm MoryT 6bITb
CBS13aHbl C AOCTUXKEHUSAMU MOJTIEKYNSAPHOW
buonornn n packpbiITMeM MHTUMHbIX
MeXaHWU3MOB JereHepaunmm HEMPOHOB Ha
6enkoBoOM ypoBHe, OZIHAKO 3TO HanpaB/ieHUEe
HaXxoAUTCHA NOKa Wb Ha HaYa/IbHOM 3Tane
nccneaoBaHUM MU NpakTUYeckom pa3paboTku.



Kak n npn ayToCOMHO-AOMUHAHTHbIX
AereHepaTuBHbIX aTaKCUAX, Y NALMEHTOB C
NO3AHNMU MO3XXEYKOBbIMU aTaKCUSAMMU
Lenecoobpa3Ho nposeaeHme
CMMNTOMATUYECKOWN Tepanun:
XOJINH-anb@ocuepaTa (rnmaTtuanHa) u
ApYyrmnx npeawecrBeHHMKOB aLeTUIXosIMHa
HOOTPOMNHbIX CPEACTB

BUTAaMWHOB rpynnbl B

npenapatoB MeTabonunyeckoro psaa
(3cceHumane, KoaH3MM Q10, MMNAPOHAT U
ap.)

TUOKTauna



[lpn OINLUA »n napeHXnmMmaTo3HOMU
KOPTUKa/IbHON MO3XXeUYKOBOW aTpodun,
peKoMeHAyeTCq Ha3HayeHne KoMrniekca
neyebHon MU3KyNbTYpPbl (BeCcTUbynsapHas
rTMMHACTUKa) U npoBeaeHne CeaHCoB
6aniaHC-TpeHnHra ¢ NCNosib30BaHNEM
crneunanbHbIX cTabnnomMeTpmyecknx
nJaTtpopM. YKasaHHble pusndeckume
MEeTOoAbl ledyeHnsa AO0/IKHbI MPUMEHSTBLCS C
0Ccob0MN OCTOPOXHOCTbIO, C UCK/TIOYEHNEM
DE3KNX M3MEHEHUN MOJIOXKEHNSA Tena,
HaK/IOHOB TYJIOBULLA M FOMOBbI, NOA
NMOCTOAHHbLIM KOHTpOJIeM ypoBHA AL.






