YmMcmeeHHast omcecmasiocmab




PacnpocTpaHeHHOCTb yMCMEeHHOU omcmasocmu OLEHUTb BECbMa
TPYOHO, MOCKOMbKY UMPPbI CUMBbHO BapbUPYOT B 3aBUCKMOCTM OT
onpeaeneHnst oTAenbHbIX Cy4YaeB YMCTBEHHOW OTCTaNOCTH.

Ecnu npuHATL YCNOBHOW rpaHULiEen HWXHEW HOpMbI ypoBeHb [Q =
70, TO TOrga YactoTa YMCTBEHHOW OTCTanocTi coctasut 2-3%.

[ogasnsiollee 6OMbLIMHCTBO CMyvyaeB YMCTBEHHOM OTCTANOCTy
(npumepHo 85%) oTHOCUTCS K nerkum (aedunbHoCTb, IQ - oT 50 Ao 69
eAVNHUL).

Cpeon peteM € YMCTBEHHOW OTCTanocTbi npeobnagaroT
Manb4uKu (BCTpevarotcs B 1,5-2 pasa vauue).

Yactota yMCTBEHHOM OTCTanNoCT¥ MNOBbLIWAETCS nocre 6-7-neTHero
Bo3pacTa, T.e. Nocne MOCTynneHUWA B wWwKony. B 3TOT nepuog
BbIABMNATCA Chyvyan nerkom YMCTBEHHOW OTCTanoCcTM W 3adepXKu
YMCTBEHHOMO pPa3BUTUSA, MOCKONbKY AETU WCMbITbIBAOT TPYAHOCTU B
0byYeHuu.




Mog YMCMEEHHOU O0omecmanoCmbH TMOHUMAETCH CTOMKOE
HeobpaTUMOe HapyLLEHWNE UHTENMNEKTA.
KnuHWYeckn BblOENAT [OBE  OCHOBHbIX  (DOPMbl  YMCTBEHHOM

0TCTamnocTv - 0JIU20GhPEHUI0 U OeMeHUUHo.

Onu2ogpeHust BknYaeT HECKONMbKO TPYNn CTOWKUX HapYLLEHNI
VHTENreKTa BCreACTBUE HEJO0Pa3BUTUS MO3ra B paHHEM BO3PaCTe.

Non OeMeHyuel rnoHumaeTcs pacnag yxe CHOPMUPOBAHHbIX
MHTENMEKTYanbHbIX (YHKUMA B pesynbTaTe pasnuyHblX 3aboneBaHuy
Mo3ra.

3adepxKolu YMCMeEeHH020 pa3eumusi cuutawtcs Gonee
nerkme  QOPMbl  MHTENMeKTyallbHoro  HedopasBWTWS,  4acTo
CONPOBOXAaKLLMecs NuWb napumManbHbIM - (YaCTUYHLIM) - HapyLUEeHMEM
BbICLLUMX NCUXNYECKNX PYHKLIMI.




dJeHunKemOHypun ABNAETCA peLecCcMBHbIM @QyTOCOMHbIM MOHOIeHHbIM
3aboneBaHWeM, CBfi3aHHbIM C HapyweHueM oOOMeHa aMMHOKMUCNOTbI
theHmnananuHa. [letn, poamBLLMeCa C TakUM OMarHo30M, elle HEKOTOPOEe Bpems
Hasag Obinu ODpeyveHbl Ha TSHKENYH YMCTBEHHYK OTCTanoCTb, MOCKOSIbKY
nocTynawwmin ¢ nuuen QeHunanaHMH He nogeepranca  HeobxoauMbIM
npespaileHnsm. B pesynbtate ctpaganu QyHkumm mosra. Ceivac MOXHO
n3bexartb CTONMb TSDKENbIX MOCMEACTBMW, €CNW Cpasy Xe Mocne PoXAeHWS
OONbHOTO pebeHka WCKIIYMTL U3 MULLM MPOAYKTbI, COAepXaluue (eHunanaHuH.
Takue aneTbl paspaboTaHbl U NPUMEHSIOTCS.

[narHoctka ¢beHunKemoHypuu Yy HOBOPOXOEHHbIX He npeacTaBnser
TPYOHOCTEN, NO3ATOMY NpK BCEOOLLEM CKPUHWMHIE HOBOPOXAEHHBLIX W MPUMEHEHUM
OMeToTepanu YactotTa YMCTBEHHOW OTCTaNoCTH BCreAcTBre heHUNKETOHYPUN
MOXET ObITb CHUXEHa.




[eH ¢heHunkemoHypuu nokanu3oBaH Ha 12 xpomocome. B nocnegHee Bpems
YCTaHOBIIEHO, YTO NPUYMHON heHUNKeTOHYpUM moryT ObITh Bonee 100 pasHoobpa3sHbIX
MyTauuA 3TOr0 reHa, KOTOPblE MOryT BbI3blBaTb pPasHble CTENEHW YMCTBEHHOW
oTcTanocti. Kpome ¢heHunkemoHypuu Ha YPOBEHb YMCTBEHHOIO PasBUTUS MOTYT
BNUATb U ApYyrue HacneacTBeHHbIE HapyLeHA oOMeHa BeLecTB.

[PUYMHON YMCTBEHHOW OTCTaNOCTU B TaKUX Cnyyasx, Kak npasuno, ABNAeTCH
NNeUoTPONHbIN (MHOXECTBEHHbIN) 3hPeKT [AEeUCTBUA T[EHOB, MOCKOSIbKY
HapyweHus MeTabonuama npPUBOAST K  CUMCTEMHbIM  HAapYLWEHWAM  pasBUTUS,
3aTparvMBaroLLy M B TOM Y1Che 1 MO3r.

U3yyeHne reHeTMKM TAXKENOM YMCTBEHHOM OTCTanocTM nokasano
3HAYUTENbHYH reTepPoreHHOCTb 3TOW rpynnbl 3aboneBaHUN.

Yactb M3 HMX uMetoT 3k3oreHHylo npupoay. OcTanbHble CBsA3aHbl €
XPOMOCOMHBIMW HAPYLUEHUSIMM 11 Pa3NNYHbIMK HacneaCTBEHHbIMM 3a00NeBaHMAMM.




YmMcmeeHHass omcmanocmb MOXET 00YCnoBnMBaTbCH Kak 3HAOreHHbIMU, TaK W
3K30reHHbIMU NpUYNHAMM.

Cuntaetcs, 4tO npuMeEpHO 75% cCnyyaeB YMCTBEHHOW OTCTanoCT UMET
HacneacTBeHHy npupoay. Cpean HUX 15% coctaBnAOT XPOMOCOMHbBIE aHOMASTUN.
XpOMOCOMHbLIE aHOManuu CBA3aHbl C W3MEHEHMEM YMCnla XPOMOCOM WNU
NnepecTpoOMKON NX CTPYKTYpbI.

AHOManuu MoryT 3atparuBaTb Kak ayTOCOMbl, TaK W TMOJSIOBbIE XPOMOCOMBI.
HapyLieHne ynucna n CTpYKTypbl ayToCcoOM NPUBOAMUT K bonee cepbe3HbIM NOCNEACTBUAM W
COMPOBOXAAETCH, KPOME YMCTBEHHOW OTCTANOCTW, MHOXECTBEHHbIMW  MOPOKaMK
pa3BUTUS, 3aTparMBaloLLMK Pa3nnyHbIe OpraHbl U TKaHMW.

M3meHeHue 4ucna nomogbIX  XPOMOCOM  8bi3bigaem MEHEe  8bIPAXEHHYK
YMCMBEHHY0 0Mcmarnocme.

Cpean XpOMOCOMHbIX aHOManuW, CBS3aHHLIX C YMCMEEHHOU omcmanocmaio,
yauje 0pyaux Bctpeyaetca cuHopom HayHa (1:700).

CuHdpom [ayHa sBnsieTcs cneacTBUEM HEPACXOXKAEHUA XPOMOCOM.

B kapnotune 60nbHbIX OoTMeyaeTca nuwHAA 21 xpomocoma. Koadhdpmument
WHTennekTa nuy c cuHopomom [ayHa konebnetcs B npegenax 20-60 eauHuu.
BONbLWKNHCTBO BOMBbHBIX HE CNOCOOHbI XUTb CAMOCTOSATENBHO.

Taxenas yMcmeeHHasi OMCMAasIOCMb MOXET BO3HMKATbL U B  pE3yrbmame
HacnedcmeeHHbIx 3aboresaHull, Ces3aHHbIX C HapyweHusMu Memabonusma, Hanpumep,

¢heHUNIKemoHypus




B nocnegHee Bpems BHUMaHWe FeHETUKOB MPUBNEYEHO K
n3yyeHuto X-cuensieHHoU yMcmeeHHoOU omcmanocmu
(cuHOpom snomKkoU, unu ¢hpa2unbHolU X-XPOMOCOMbI,
cuHdpom MapmuHa - benna).

HasBaHne cuHapoMa obbsicHseTcss ocobon  dhopmoint
CTPOEHMS1 X-XPOMOCOMbI, KOTOpas MMEET XOPOLUO 3aMEeTHYH0
NepeTSKKY Ha KOHLEe ANMHHOIO neva.




[locne BbISIBNEHNS 3TOW HACNeACTBEHHOW hOPMbl YMCTBEHHOWM OTCTANOCTU CTana NoHATHOW DosbLUas
YacTOTa BCTPEYAEMOCTU WHTENNEKTYalIbHOr0 Hedopas3BUTUA Yy  MasribyuMkoB. ITO PeLeccuBHOE
3aboneBaHne nepedaeTcs ¢ X-XPOMOCOMOW Yepe3 MaTb, MOCKOMbKY Manbyuku MOMyvarT CBOK
€OVHCTBEHHYIO X-XPOMOCOMY OT MaTepu. Y ManbuuKoB, B OT/IMYME OT [AEBOYEK, TOMbKO OAHa X-
XpOMOCOMa, MO3TOMY PeLeccuBHble X-CLenneHHble 3aboneBaHus y HUX HabmogatoTcs ropasgo
yawe. Okasanocb, Ymo cuHOpPoM JiOMKOU X-XpOMOCOMbI SBMSIETCA OAHWM U3 Haubonee
pacnpoCTpaHeHHbIX HAaCNeACTBEHHbIX 3a00eBaHMI, CONOCTaBUMbIM MO YacToTe C 60/1e3HLH
HayHa (npumepHo 1 Ha 2000 MyxumH). Kpome nomkon X-XpOMOCOMbI AN BOMbHbIX XapakTePHb!
HEKOTOpble MOPONIOrMYECKMe MPU3HaKK, KOTOPble He BCerga OTYETNIMBO MPOSBNSKTCA (BbICOKUM
BbINYKMNbIA 0B, KPYMHbIE YLUW W YENOCTN, KPYMHBIE KUCTU PYK, YBESIMYEHHbIE ANYKN).

YMmcTBeHHOe pa3BuTUe Konebnetcd mexay sHaveHuamu 1Q ot 30 go 65 (MHorga B rpaHuuax
HOPMbI). Peub n300unyeT moBTOpamm, 4acTo BCTpevaeTcs cBoeobpasHoe 3aukaHue. [ns getei
XapaKkTepHa ABuratenibHas paCTOPMOXEHHOCTb U HEKOTOPbIE CUMNTOMbI ayTuama (pebeHok nsberaet
[Na3HOr0 KOHTAaKTa, MPOM3BOAMT CTEPEOTUMHbIE ABMXEHUS pyKamu, UCMbITbIBAET CTpaxu). [axe npu
TIErkON CTENEHN UHTENNeKTyarnbHoW HeJOCTaTOMHOCTI AETU C TPYAOM OBMafeBaloT HaBblkaMu cYeTa
n nucema. [letn ¢ nomkon X-XxpoMOCOMOM MMEKT CBOeOOpa3HYyH anekTpoaHuedhanorpammy. B
CBA3N C TEM, YTO CUMNTOMbI 3aboneBaHust pa3HOObpasHbl, YaCcTO CTaBUTCS OLIMOOYHBLIN AMarHo3
(wun3odpeHnst, paHHUA  OETCKAA  ayTU3M, SMNUMEencusi, CUHAPOM Jdeduunuta BHUMAHMS W
MNepPakTUBHOCTK). B pesynbTaTte ety He NonyYatoT COOTBETCTBYHOLLENO NEYEHMs, a CEMbS 0CTaeTcs
B HEBEZEHNUWN OTHOCUTENBbHO UCTUHHBIX NPUYUH HAPYLLEHUS Pa3BUTUS.




[eHeTMYeCKMN MeXaHM3M 3aD0neBaHusi CBA3aH C 3KCMAHCUEN TPUHYKNEOTUAHbIX
nosTopoB (CGG - UMTO3NH-TyaHWH-TyaHWH) B COOTBETCTBYIOLLEM MEPETSKKE y4acTke X-
XPOMOCOMbI. B HOpMe 4Kcno noBTOPOB He AOMKHO NpeBbiwath 50. KonnmyecTso NOBTOPOB
oT 50 go 200 cunTaeTcs npemyTaLmen, BolpaXeHHas kapTuHa bonesHn HabnogaeTcsa npu
Hanuuum 6onee 200 NOBTOPOB.

|[l,J'IFI NaHHoro 3aboneBaHus XapakKTepHO HABJIEHWE aHTuuunaunn, T1.€. YCUINEeHWUe
TSKECTU 3aboneBaHnst OT MOKONEHUS K MOKOMEHWI0. JTO CBA3AHO C HapaCTaHMEeM YUCha
TPUHYKITEOTUOHbBIX NOBTOPOB B MYTUPOBaBLLUEM Y4aCTKE XPOMOCOMbI.

[Mockonbky 3aboneBaHne SBMAETCA LUMPOKO PacnpOCTPaHEHHbIM, PaHHAS ero
OVNarHoCTUKa BaxHa AN CBOEBPEMEHHOM OpraHu3auum ne4ebHO-KOPPEKLIMOHHBIX
MEPONPUATUIA N MeNKO-FEHETUYECKOTO KOHCYIIbTUPOBAHNS CEMbM, YTOObI MpeaynpeanTb
PUCK POXAEHUS IETEN C TaKVUM e AUarHo3om




Nlerkme  opmbl ymMcmeeHHou  omcmasiocmu
npencTaBnAalOT KAYECTBEHHO UHYIO FPYNMYy C TOYKU 3PEHUS
HacneaCTBEHHOCTU, YeM €e TaXernble PopMbl. MeHbLLE
npencrasneHa 9K30reHHas naronorug, XOTH
HebnaronpuaTHbIE doaKTopbl cpenbl nurparoT
HECOMHEHHY0 POSb.

lNlerkas ymcmeeHHasti omcmasiocmb OOblMHO He
COMNpPOBOXAaeTcH 3aMeTHbIMU N3MEHEHUAMM B
dursmnyeckom obnuke nnm B NnoBegeHYECKNX peakLmsx.




HecnocobHocmb K 06y4eHuro

OcoOyo  rpynny  KOFHUTMBHbIX  HapylleHWW  COCTaBMsIET
cneyucguyeckass HecnocobHocmb k obyyeHuro (CHO).

B aHrnosisblyHOW nuTepatype 3TW  PpacCcTPOMCTBA HOCHAT  obulee

Hassanue learning disabilities. B oteuyecTseHHoi1 nuTEpaType noka
HET OOLIENnpUHATOrO TepMMHA Ana  0003Ha4YeHUst 3TON  rpynnbl
HapyWeEeHWA pas3BUTMS. YacTo WX OTOXOECTBMSIOT C  MOHSATUEM

3adepxku ncuxu4yecko2o pazeumus (3[1P). Wuorga mMoxHo
BCTPETUTb Takne 0003Ha4YeHUs, Kak "TPYAHOCTM LUKONbHOrO 0byyeHus"
MU "LWKOMbHble TPyAHOCTW'. [1OHATHO, YTO Heycrnex B LUKONEe MOXeT
OOBACHATLCS  PA3MUYHBIMA - MPUYMHAMM -  HU3KOM  MOTUBALMEN,
negarornyeckon 3anyLUeHHOCTb, UCTUHHOM YMCTBEHHOW OTCTaroCTbHO,
3ab0neBaHnsMK, He CBA3aHHBIMM C NMCUXUYECKON Chepon 1 T.1.

He crnedyem cmeuwueams WKosbHyo Heychesaemocms ¢ CHO




HeupodezeHepamueHbie 3abosiesaHust

HelipoOezceHepamueHblie 3abosniegaHusi (rped. VEUPO-,
Heupo-, «HepBbl-» W nart. dégenerare, «BblIPOXOATbCA») —
rpynfa B  OCHOBHOM  MEANEHHO  MPOrpPeCCUpPYHOLLUX,
HacneacCTBEHHbIX UMM NMPUODPETEHHbLIX  3abosieBaHUN
HEPBHOW CUCTEMBI.

ObLWwum ans 3TUX 3aboneBaHumn ABMAETCS
nporpeccupyoLlas rmoenb HEepPBHbIX KIETOK
(HenpoaereHepauus), BeayLlas K PasNNYHbIM
HEBPOJIOrMYECKUM CUMMNTOMaM - Npexae BCero, K AeMeHUnu
N HapyLleHuo OBMXeHun. 3aboneBaHnss MOryT HacTynuTb B
pasnnMyHoM  BO3pacTe, nMpoTekawT  OAUdpdPy3HO  nnu
reHepann3npoBaHHO, MCTOJSTOMNMYECKN onpenenseTcs
cneunuyecknm Tun N3MeHeHuN.




HeupodezeHepamueHbie 3abosiesaHust

HelupodezeHepamueHbie 3aboneeaHusi (HO3) npvsoast «
NOCTENeHHoOMY HapacTaHuIo NMCUXUYECKONn 7 dnanyeckon
HecoCcToATeNbHOCTU. [lporpeccupyoLas NaTonorMs rofiloBHOro Moara Kak
LeHTpa perynsauMm npuMBoaUT K KOFHUTUBHBLIM W ABUratesibHbIM
paccTpoucTBaMm.

Mpy 9TOM Ha HayarbHbIX 3Tanax COXPaHAETCA KPUTUKA, YTO BMNEYET
TSKENble NepexnBaHus 00NbHOro OT 0CO3HAaHUA COOCTBEHHON YLLIEPOHOCTH.

Komnnekc nporpeccupyrowmx HapyweHumn npu HO3 BKnovaerT:
* 108e0eHYECKUE paccmpolcmaea;
» 0gu2amersibHble HapyWweHUs;
* ympamy rnamsimu, MbIUIEHUS;
* y2acaHue criocobHocmu K 80Crpusmuio U OCMbICIIEHUIO;
* HapyweHus peyu,

» ducbarnaHc 8 aMOUUOHalIbHO-80/1e80U cahepe.




HeupodezeHepamueHbie 3abosiesaHust

HelupodezeHepamueHbIM 3abosiesaHuUsIM
CBOMCTBEHHO  MporpeccupoBaHue, npuBogsulee K
nereHepaumm NIMYHOCTM, NONMHOW yTparte
TPyQOCNOoCOOHOCTM U AeecnocobHocTu. Kak npaBuno,
CMEpPTb NALMEHTOB HACTYNAaET MO UCTEYEHNN HECKOMNbKMUX
(MHoraa  OecsaTKkoB) nNeT  OT  NPUCOeaNHUBLLMXCS
3aboneBaHM, 4YTO OTYACTU MOXHO cCBdA3aTb C
BO3pacTalLWmMMn TPYAHOCTAMU B yXoae n obenyxmBaHnm
Takmnx OOSbHbIX.




JuazHocmuka u KnuHuU4YeckKasi KapmuHa
npu HeupoodezeHepamueHbIx 3abosieeaHusix

Ha HauyanbHbIx aTanax pasnuyHble HA3 MoryT MMeTb CXOXYI0 KITUMHUYECKYIO
KapTUHY.

[OuarHocTMka  OorfmkHa  OCHOBbIBATbCA  He  TONMbKO  Ha  cbope
aHaMHEeCTMYECKNX OaHHbIX N AMHAMUYEeCKOM HabnogeHnn, a Takke 3artparmsaTtb
reHeTnyeckme acnektbl. AudpdepeHunpoBaTb KOHKPETHLIM OMarHo3 nomorarT
cneuwnanbHble TecTbl. [ng WCKMOYeHUa OnyxoreBoro, TpaBMaTU4ecKoro,
COCyaNCTOro reHesa Ha4aBLLUNXCH HapyLUeHNW NPUMEHSIOTCSA
NHCTPYMEHTasbHble METOAbl ANAarHOCTUKM.

Hanbonee nokasatenbHbl criegylowmne MeToaukum obcrnegoBaHus npu
nogospeHnn Ha HO3:

* MPT, KT 20r1o8H020 M032a;

« [13T;

* OOHoomoHHas KT;

* uccrie0ogaHue ypPoBHS Helipomeouamopos;

* gaHauozpaus;

» Y3/II cocydoes 20r108H020 Mo32a U weliHo2o omaera;
« O3




HeupodezeHepamueHbie 3abosiesaHust

1. bone3Hb Anbuceumepa
2. JlobHo-8uco4YHasi demeHyusi (bone3Hb luka)
3. Xopesi TeHmuHa2moOHa

4. [emeHuusi c menbyamu Jlegu

5. [lookopkoeasi cocyducmasi 0eMeHUUsi




MexaHu3mbl pazeumusi Helipode2eHepamueHbIx 3abosiesaHul

[MaTodomnamnonornyeckue MeXaHU3Mbl Helpodez2eHepamueHbIX
3abosieeaHull BKM4YawT B cebss cCuMHTE3 w  arperauyuio OenkoB C
naToryiorm4eckon KoHdopmaumen, 4Yto, B CBOIO O4Yepenb, 3anycKaeT Kackan
MMMYHHbIX M MeTaboONnMM4yecKux HapyLleHUN, HaKomnmneHue MeTasnnoB B
LeHTparibHOU HEepPBHOU CUCTEMe, HapyLleHue IHepreTu4yeckoro obmeHa
KNneTok, nedpmunt hepMeHTOB U T.A.

Bonbwas ponb B pasButuM Helpodez2eHepamueHO20 mnpouecca
NpUHaONexXnT reHeTu4eckmm aktopam. BbloenawT Kak MOHO2eHHbIe
HelipodezeHepamueHble 3abonesaHnsa (Hanpumep, 6os1e3Hb F'eHMuH2mMoHa,
CMNHanNbHbIE aMUOTPOMUU, PS4 BapuaHTOB CiMHOLEpebennapHbIX aTakcun,
bonesHb BunbcoHa, MoOHO2eHHble eapuaHmbl  bone3Hu  [lapKuHCOHa,
cnacTudeckne napansnernn, napokcmamMaribHble AOUCKMHE3MM W Np.), TakK U
bonesHu, pasBuBalOLLINECH BCNEACTBUE HapyweHuUl QQYyHKUUOHUpPOB8aHUSs
uesnbix aHcambsieli 2eHO8 8 coyemaHuu ¢ delticmeuem HebnazonpussMHbIX
¢pakmopoe eHewHelu cpedbl (naunonatndeckas 6osie3Hb [lapKUHCOHa,
aTUMNNYHbIN MapPKNHCOHN3M, 6or1e3Hb Arnbuzeumepa, b6okoeou
amuompogbu4vecKul cKrepoa, T106Ho-8uUCOYHass OeMeHUUs N np.).

Mpn STOM, BaXHO TMOMHUTb, YTO omcymcmeue oms20WEHHO20
ceMeliHo20 aHaMHe3a 1o __HelpodezeHepamueHoMy 3abosieeaHuUro He
UcKJIro4aem Hajsiu4due 2eHemu4yecKolU npeopacriosiodXeHHOCmMU K _e20

pa3sumuro.




KnnHnyeckme NPOSABNEHNS HeUupodez2eHepamue8HbIX

3abosiegaHUU 3aBuCAT OT CTaguMm W OMPeaen&HHOro Buaa
naTonorun. Yawle BCEro CUMIMTOMOKOMIJIEKC BKItOYaeT
ABUraTesibHble HapyLweHusa (M3MEHEHME NOXOAKN, TPEMOP, aKNHE3UIO
n purngHoctb). Yacto no Mepe nporpeccmpoBaHns  H60ONe3HU
pa3BMBaETCH nocTtypanbHas HEeyCTONYNBOCTD. Bo3MOXHblI
rMNepKuHesbl,  CamMoOMNpPOU3BOJSibHbIE WM  HACUJNIbCTBEHHbIE
ABWXEHUS.

B ypoeHe uHmesnnekma vMeeT MECTO AemMeHuus, ocnabreHue
namMAaTn, MbICNUTENBHOU [OEATENbHOCTU, HapyLlakTCA KOHTaKTbl C
okpyxawwumn. Kak cnegcteBme — OONbHOWM YeroBeK MOCTEMNEHHO
caMoun305nMpyeTcs.

[nsa nocTtaHOBKM [AuarHo3a 4acTo MnokasaTtenbHbIM SABNSAeTCA doakT
NepPBUYHOCTU HapyLUeHU aBUraTtesisHOM akTUBHOCTU UMW UHTENNEKTa.
CoxpaHHOM OCTaETCHA MbllleYHass aKTUBHOCTb Ha HadaribHbIX CTagusaXx
bone3sHn Anburenmepa, npu cocygucton gemeHumun, donesHn [lluka.
Torgpa kak 6onesHb [lapknHcoHa, Xoped [EeHTUHITOHa W3Ha4vanbHO
NPOABNAOTCHA U3MEHEHNSMU B NOXOAKE, TPEMOPOM, FMNEPKNHEIAMMN.




TeyeHue 60s1e3HU U yx00 3a 60os1bHbIMU H3

HeyknoHHoe nporpeccupoBaHmne 3aboneBaHun, CBSA3aHHbIX C
HenmpogereHepaumen, npuBoauUT Takux 6OonbHbIX K WMHBaANUMAHOCTU. OHU
NoOBEPXKEHbI HE TONBKO PacCTPOMCTBAM UHTENNEKTA, NaMATU U MbILLNEHUS], HO U
6e33aWmnTHLl Nepen HapacTalwuMu agsuratefibHbIMU HapylleHnaMmu.  YTpaTta
300POBON KOOpAUHALIUM OABUXEHUA HEPEOKO NPMBOAUT K TpaBMaM.

BeretatnBHass HepBHas cucTeMa nMOA «PYKOBOACTBOM» OonbHOro Mo3ra
HayMHaeT HenpaBuibHO QYHKUTOHMpOBATb, MPMBOAS K paccTponcTBam
NULLIEBAPEHUS1, CYXOCTU KOXW, 3arnopam, HapyLLIEHUIO MOYENCTYCKaHMS.

[leecnocobHOCTb OOMbHLIX HenpoaereHepaTUBHbIMK 3ab0feBaHUSAMU  TaKXKe
BCeraa SBMSAETCA CNOPHbIM  BonpocoM. MHorme mn3 HUX CrnocobHbl  Ha
acoumanbHble NOCTYNKM W NPEeAcTaBNsAT Yyrpo3ly Ans caMmx cebs U
OKpPY>KatoLLUX.

Neyenne HA3 Bcernpa HecneuudUyeckoe M HanpaBNeHO Ha oOKasaHue
CUMNTOMAaTUYECKOMN MOMOLLM, OCYLLUECTBIIEHME AOIMKHOIMo yxoda 3a O0nbHbIM,
COXpaHeHMe Kak MOXHO 6onee AONUATENbHO  CMOCODOHOCTM  NauneHTa
B3aMMOAdeNCTBOBaTb C TEMU, KTO BEPET €ro noa CBOK OMNEKY.

Ha Oonee TaXEnbiX CTaguMsaX OCHOBHbIE 3adaduu — KOPMI1IEHME, TUIMeHa,
npodunakTmka NMHMEKUUN U TpaBM, a Takke NPONeXHEN N UHBbIX OCNOXHEHNN.




40 MmnH.
nogen B Mmmpe
cTpagatoT HelipodezceHepamueHbIMU 3abosiegaHusimu

Ctapuwe 70 net - 5%
Ctapuwe 80 net -1 0-15%
67 CITYHAEB N3 1000 - bone3Hb Anbuyzeumepa

9,5 CITYHAEB U3 1000 - bosie3Hb lNapkuHCcOHa

1:1500 - pacnpocTpaHEHHOCTb Helipode2eHepamue8HbIX
3abosiesaHull




boneswb Anbueceiimepa (cmapyeckoe craboymue, OdemeHuus
anbyzeliMmepoecKo20 muna

bone3Hb Anbyzeumepa Bsnepsbie onucaHa B 1906 roay
HemeLUKum ncuxmatpom Anoncom Anburenmepom (1864 -1915) kak
nporpeccupyrowiee  3aboneBaHWe  LIEHTPaNbHOW  HEPBHOM
CUCTEMbl, COMPOBOXAAKOLWeecAs MNOTepen KpaTKOBPEMEHHOM
NamATH, yTepen HaBbIKOB, 3aMeASIeHHOCTLH MbIWNeHUA. bonesHb
pa3BMBaeTCa y Nntogen B Bo3pacTe crapiue S0 ner.

O6wemupoBan 3aboneBaemoctb Ha 2006 r. oueHuBanacb B
26,6 mnH. yenosek, a k 2050 rogy uncno OONbHLIX MOXET BbIpacTy
BYeTBepo [Brookmeyer R., Johnson E., Ziegler-Graham K.,. Arrighi M
H., 2007].




B HacTosiee BpPEMSI OCHOBHbIMU MaTOMOPOSIOrMYECKUMM MNpU3HaKkami HonesHu
AnbLrerimepa CYMTalOTCH CreayroLme:

{

CeHurnbHbIe bgwku

2. AMunoudos cocydog mMo3zaa, hopaxaruul cocydbl Mano2o u cpedHe2o Kanubpa

MO03208bIX 000/10YEK.

. BHYTpMHENPOHarbHbIE OTNOXEHNS pudbpunn (anbLreMMepoBckue HeMPOdMOpUnbI

NI HePOUBPUNISIPHBIE KNYOKN).

Anbyeeiimepoeckue Helipoghubpunsbl CTPYKTYPHO OTIMYAKOTCA OT OTNOXEHWA beTa-
amunonga. [laHHble Henpogmbpunibl  CHOPMUPOBaHbI 13 3aKPyYeHHbIX  (nbpun
docdopunuposaHHoro benka (tau) Tay. B Hopme yHKkums aToro 6enka cocTtouT B
cTrabunusauum Mukpotpybouek. Mpu natonorum runepdocopunmupoBaHne Tay NPUBOANUT K
pa3pbIBYy €ro CBA3N C MUKPOTPYOOUKaMK, YTO B KOHEYHOM WUTOre BedET K AereHepaTUBHbIM
npoueccam B HeWPOH. [aHHbIM (hakT MOCNYXW OCHOBOM AS19 BO3HWUKHOBEHWS TakK
Ha3blBaeMoW tau-runoTesbl naToreHesa bonesHun Anburenmepa.

dakTopamu pucka ABMAKTCA — BO3PACT, CEMEWHbIM aHamHe3, BblpaXeHHble COCyaMCTble
3aboneBaHust. 310 TOTasbHOE Criaboymme B NOXMIIOM M CTap4ECKOM BO3pacTe




Mopdponornyeckas kapTuHa 6onesHn Anburemmepa (popMMpoBaHUe aMUnouaHbIX Tenew
B KOpe Mo3ra.




BonesHb  MMeeT  TeHAeHUMO  mporpeccupoBatb.  HapacrtawT
Pa3dpaXMTENIbHOCTb, HETEPNUMOCTb, TEPSAOTCH TUTMEHNYECKUE HaBbIKK,
BO3HMKAOT Mpobnembl ¢ peybto. Nporpeccupytolinin xapaktep 0onesHu
ABMNSETCA PesynbTaToM WHTEHCUBHOW rMOenu KNeTok B HEKOTOPbIX
obnacTax Mmosra. Uto sABnseTcA TOMYKOM K pas3BuTMO OomnesHu, noka

HESICHO.
bonesHbro Anbyzetmepa ctpagatoT npumepHo 3-5% nrogen crapLue
65 net n 20% - crapwe 80 net. lopasno pexe OOMesHb HauyMHaeTCH

OTHOCUTESNbHO paHo - Ha 40-x-50-X rogax Xu3Hu.

bonesHb Xapaktepusyetcd noTepel HeMpOHOB W  CUMHAMTUYECKMX
CBSI3e B KOPE [OMIOBHOrO MO3ra W OMPEAENEHHbIX CYOKOPTUKAMbHbIX
obnactax. [benb KNeTok NPUBOAUT K BbIPaXXEHHOW aTpOUM NOPaKEHHbIX
y4aCTKOB, B TOM uuMCne K OereHepauuyu BMCOYHbIX M TEMEHHOW [OOnew,
y4acTKOB (DPOHTamnbHOM Kopbin nosicHon uasunuHel [Wenk G.L., 2003].




Mo3r noKujioro 4eoBeka B HopMe (CjieBa) U MpH MaTOJOTHH, BEI3BAHHOM
0oJie3HbIO AJTbIIreiiMepa (crpana).

3JJOPOBBIA M




B  HacTosilee Bpems He JOCTUTHYTO MOSIHOTO MOHUMAaHMS
npu4mnH 1 xona 6one3Hu Anbyzelimepa.

ObbsicHeHNe BO3MOXHbIX NPUYKH 3a00neBaHus
NPEAnoXeHO B MPEX OCHOBHbIX KOHKYpUpyrowux
aunome3sax:

1) xonuHep2uyeckasi 2unome3sa;
2) amunoudHasi 2unome3a;

3) may-eunome3sa




CornacHo nepeoy Teopun Bedywad pofib B MatoreHese 6onesHu

Anbueeamepa NnPUOAeTcs M3MEHEHWSM CO CTOPOHbl HEMPOTPAHCMMUTTEPHbIX
CUCTEM, OCOOEHHO LieHTpanbHOMY aueTunxonuHepruyeckomy aedpmumty. CxogHble
npoueccbl, X0T4 W He CTONb  3HAYUTENbHO  BblpaXeHHble,  3aTparusaroT
HOpadpeHeprnyeckyld 1 CEePOTOHWMHEPTMYECKYID CUCTEMbl, C MAaTONOrMen KOTOPbIX
CBA3bIBAOT  BO3HWKHOBEHWE  HEKOrHWTWBHbIX  CMMMNTOMOB -  3KCTpanupamuaHbIX
paccTpoucTs, [genpeccun, arpeccuBHoro nosedeHus. Pomb  TAMK-epruyeckon,
rnyTamaTeprmieckon u nentuaoepruvyecknx  (CoOMaTocTaTiH, KOPTUKOTPOMMUH-PENUSUHT
(haKTop) HEMPOTPAHCMUTTEPHBLIX CUCTEM B NaToreHese 3Toro 3aborieBaHUs aKTUBHO
n3yyaetcs.

Takum 00pa3om, B OCHOBE BO3HWKHOBEHUS W NPOrPECcCUPOBAHUS KOTHUTUBHBIX

HapyLUEHUN Mpu 6onesHu Anbueeimepa, KaK CYMTaeTCH, NEeXWUT HapyleHune
ayemusnxonuHepau4yeckol nepedayu. JTO OTKPbIBAeT onpedeneHHble BO3MOXHOCTY
ONa Tepanun — UCno/Ib308aHUE NPeoWEeCcmBeHHUKO8 auemurnxonuHa U yeHmparnbHbIX
uHaubumopos auemurnxonuHacmepa3b! [Stahl S.M., 2000; Raina P., Santaguida P., Ismaila
A. et al., 2008].




AmunoudHas e2unome3sa, npeanonaraeT, 4TO NPOAYKUMS W
nerpagaums beta-amunounaa SBMSIOTCA OCHOBHbIMKW B MaTOreHe3e He
TONMbKO ~ MeHaeneBckoW  opMbl  3aboneBaHus, HO W BonesHu
MYNbTUAKTOPUaibHON, pa3BmBLLENCS B 00LLEN NONyNALMK.




AmMunnougHas runotesa n natoreHe3 bonesHun Anburermepa (no Loy C.T.,
Schofield P. R., Turner A.M., 2013).

[erpagauma npoTEHHa B HOpMeE
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*CMEPTD KNETKM

Bonesxb AnbUreimepa

Fen APP (Amiloid Precursor Protein) Ha 21
XpomocoMe 6bin obHapyxeH B 1987 rogy y nuy ¢
Tpucomuen 21  (cuHgpomom [layHa), Yy  KOTOpbIX
pa3BMBAETCS JEMEHLMS CO CXOXel MMCTOnaTonornyeckon
kapTuHoW. OgHako HU ofHoM cembu ¢ APP-myTauuein He
Bbino 3apeructpuposaHo 4o 1991 roga. K Tomy BpemeHu
Bbino YCTaHOBIEHO, 4yTOo rnaBHbIMM
rMCTONATONOMYECKUMM np13Hakamm BonesHu
AnbureiiMepa SIBNSETCA HanMuMe aMUnonaHbIX Brsiwek u
HenpoubpunnspHelx  knybkos.  [ynnukaums  APP
NPMBOAUT K (hOpMMPOBaHWO GeTa-amunonaa — rmaBHOMO
KOMMOHEHTa amunongHbix bnswek. Bnocneactaun Bbinm
BbISIBNEHb! €lle ABa AONONHUTENbHBLIX reHa-BUHOBHMKA:
PSEN1 pacnonaratowencs Ha xpomocome 14 1 PSEN2
Ha Xpomocome 1, CBsi3aHHble C CWHTEe30M OernkoB
NPECEHUITMHOB, KOTOPbIE, BO3MOXHO, UMEIOT OTHOLLIEHME K
perynauun BHYTPUKNETOYHOrO TpaHcnopTa 6enkos, B TOM
uncne n APP.




CornacHo TpeTun M3 OCHOBHbIX TeOopu naTtoreHe3a 60s1e3HU
Anbuyzeumepa e€ OTHOCAT K maynamusiM, 60Ne3HsIM, CBA3aHHbIM
C HeHopManbHOWM arperaunen may-6eska.

Kaxablh HEMPOH COOEPXKUT LIUTOCKENET, OTHACTU COCTaABIIEHHbIN
N3 MUKPOTPYDO4YEK, KOTOpble AOEWCTBYKOT NOAOOHO penbcam,
Hanpasenasa nuTaTtenbHble BelWecTBa W ApyrMe MOonekynbl un3
LEeHTPa Ha nepudeputo KIeTkn, K OKOHYaHMIO akcoHa, 1 obpaTHo.
Tay-6esiok, Hapsiody C HeCKONbKMMW  Apyrumu  Benkamuy,
acoumMmpoBaH C  MUKpOTpyboukaMmu, B 4YaCTHOCTW, Mocne
doocdopunmpoBaHus OH UX CTabnNnsnpyer.

Mpu 60s1€3HU Anby2eliMepa may-6enok nofsepraeTcs U3bbLITOYHOMY
chochopunmpoBaHuIo, 13-3a YEro HUTU Benka HaYMHAKT CBA3LIBATLCA APYr
C Apyrom, cnunatbCA B HenpohubpunnapHble Knyokm u paspywartb
TpaHCNOPTHYI cucteMy HeMpoHa [Hernandez F., Avila A. J., 2007].




KnuHnyecky, TUNUYHaS dopma 60s1€3HU Anbuzeumepa
XapaKTepU3yeTcs rpadyanbHbIM Havanom u BbICTPbIM NPOrpeccpoBaHNEM B BIAE
PAcCTPOWUCTB NaMSATU U KOTHUTUBHOW OMCHhYHKUMM (o kputepuam 1984r. The
National Institute of Neurological and Communicative Disorders and
Stroke-Alzheimer's  Disease = and  Related  Disorders  Association
[ININCDS-ADRDA]). 3T1 [OuarHoCTUYeckue Kputepuu Obinu nepecMOTpeHbl C
Lenoto BbISIBNEHNST popM 0OonesHn 6e3 HapylweHun namsatn (C S3bIKOBbIMM,

3PUTENBHO-NPOCTPAHCTBEHHbIMWA  OAMCYHKUMAMKM) W ONpedeneHns  ponu
buomapkepoB B AamarHoctuke (kputepum 2011r. The National Institute on
Aging—Alzheimer’s Association [NIA-AA]).




[locTeneHHo  nporpeccupyeT  ymafok  MHTENneKTyanbHbIX — YHKLWA,
HapYLIAeTCA MOHUMAHUE OKPYXKAOLIEro Mupa W CaMoCTOATENbHbIE AEACTBUS B
HeMm. [lepBbiMM CTpPaaldT NaMsaTb W BHUMAaHWE, OPWEHTALMsS BO BPEMEHM,
u3MeHsietcs  xapaktep. [lpu  nMporpeccupoBaHUM  HapacTaloT  HapyLUEHMS
OpVEeHTALM BO BPEMEHW, MeCTe HaxoxaeHus, cebe camom. BonbHble He y3HatoT
POACTBEHHUKOB, TepsAOT npodeccuoHanbHble W ObITOBbIE HaBbIKW, Y HUX
HapyLaeTCa peyb — CrIOBApHbIA 3amac YMEHbLIAETCS, NOSBNSIOTCH MNOXHbIE
BOCMOMWHAHWS, OEeCCMbICNEHHbIE BbIPAXEHUS, YTpaymMBaeTcs CrnocobHOCTb
yuTaThb, CYMTaTh. BO3MOXHBI Opea 1 ranmnoLmHaLmm.

B Taxenbix cnyyasx OOMbHbIE MOMHOCTbIO CTAHOBATCA 3aBUCUMbIMK OT
NOCTOPOHHErO yxo4a W He MOryT CYLLECTBOBATb CamoCTOATENbHO. [lponcxoaut
NonHbIn pacnag nuyHoctu. OcTaloTcs CTEPEOTUNHBbIE BECCMBICNIEHHBIE KPUKK W
aBwxeHus B npeaenax nocrenu. [Mpu MPT — atpodms Belectsa moasra.




lTodkopkoeasi cocyducmas deMeHUuUsi

XapakTepusyetcs 3ameqsiIeHneM NH(OPMALMOHHBIX NpoLIeccoB,
PacCTPOMCTBOM NaMATU W BHUMAHWS, HapyLWEHWEM MNPOLECCOB 3anoOMUHAHMA U
YOEPKMBAHMA HOBOW WHGOpMaUuK, HapyLleHWEM abCTparMpoBaHWsl, PeYveBbIMY
OVCYHKUMAMK, PAcCTPOWCTBaMM MPOrpaMMMpPOBaHUS U MEPEKNIOYEHNS, anaTuen,
nenpeccueil, HapyweHueMm xoapbbl nobHoro Tuna (xogbba 3ameansercs, Lwar
yKopauMBaeTcs, TPYyOHO HayaTb XodbOy, HeyCTOMYMBOCTb MPU  MOBOPOTAX,
yBENUUMBAETCS Nnowaae onopbl). B Tsxenbix cnyyasx - cnaboymue, nosHas
BecrnomoLLIHOCTb, HapyLieHne Tas30BbIX (YHKUWA. 310 6onesHb BuHceaHzepa.
CWMHOHMMBI  —  cyDKOpTWKanbHas  aTepocKnepoTMyeckas  dHUedanonatus,
rMnepToHnYeckas aHUedanonaTs OUHCBAHTEPOBCKOrO TUNa, aTepocKepoThyeckas
SHUedanonaTu1sg, nporpeccupyrolas cocyaucras nenkosHuedanonatusa. MNpu MPT
0OHapYXMBAKTCA MHOXECTBEHHbIE [BYCTOPOHHME o4varm B 0OefioM BELLECTBE
pasmepamu bonee 2 CM 1 OTCYTCTBUE KOPKOBbLIX NOPaXEHWIA.




bone3Hb lMNuka

bone3Hb lMuka npepcrasnsier coboit peakuit BUA NOBHO-BUCIYHON SEMEHLMM C

XapakTepHbIM Hayanom B Bo3pacTte 50-60 neT M npeummyLleCTBEHHON aTpodmen Kopsbl
BUCOYHBIX M NOOHbBIX J0sei Mo3ra.

Ha3eaHa B YecTb onucasLlero ee B 1892 r. ApHonbpaa lNuka.

Cam Tluk cyutan OMUCaHHYKO WM NaToNOrnK Jnlb OTAEJIbHbIM - KNMHUYECKUM
BapnaHTOM CTap‘-IeCKOI7I AEMEHLNN. OpnHako mo3xe, nocne BblSBNEHNS NnoaTBepPKAEHHbIX
NnaTanoroaHaToMnmyeCcKuMin ncecrneaoBaHnUAMmN OTINMNYUTESNbHbIX MOpC*)OJ'IOFI/ILIeCKI/IX
NPWU3HAKOB, bonesHb [luka Obina BblgeneHa Kak CaMOCTOSITEeSIbHasi  HO30MOorus.




bone3Hb [luka - penkoe, xpoHuueckoe nporpeccupyollee 3aboresaHue
LlEHTPanbHOW HEPBHOW CUCTEMbI, MposBNAOLLeecs atpodmein N paspyLleHneM Kopbl
FONOBHOTO MO3ra B NOOHOM WM BUCOYHOM [Oonax. TevyeHue 3abonesaHus 0Oonee
3M0Ka4YeCTBEHHO MO CPaBHEHWIO ¢ Bone3Hbl0 Anblrenmepa. bonee ObICTPO HapacTaloT
CUMMNTOMbI TOTamnbHOrO Craboymus, pacnafga peyeBbiX MYHKUMA, MbIUEHNS W
BOCNPUATMS, adpasnun, aMHE3NN, anaTuKM M SKCTpanupaMmuaHble HapylweHus u BbICTpo
NPOMCXOANT «pacnagy JIMYHOCTM.

OndepeHUmanbHbld - AMarHo3  OemMeHUWiA  npoBoauTcs  mexay  0onesHbko

Anburenmepa, Nuka, Kponudenoaa — Akoba, cocyancToin gemeHUmMen  BTOPUYHLIMM
OEMEHLNAMU, CBSI3aHHBIMM C COMaTUYECKUMM 3aD0NEBAHUSMU U MHTOKCUKALIMSIMM.




JleyeHue u npo2Ho3 60osne3HuU lNukKa

Cneuundnyeckana Tepanua He pa3paboTaHa. B cxemy rneuvewne, Kak
NpaBuno,  BKMKYAKOT  aHTUXONMUHACTepasHble  hapmnpenapatbl  (xonuHa
anbdocuepar, ranaHTamuH, PUBACTUIMWH, [OOHENEesun), HOOTponbl (NupaueTam,
(hOHTYypaLeTaM, raMma-aMnHOMAacIsiHast KUCoTa), MEMaHTUH.

[py Hann4MK arpecCMBHOIrO NOBEAEHMS HA3HAYaAOT HEMPONENTUKK:
anumMemasiH,
XMOPMPOTUKCEH.

B HauvarnbHbIX CTagusiX PEKOMEHOOBaHa MNcuxotepannd, y4actne B KOrHUTUBHbIX
TPEHUHIAX, KOHCYNbTUPOBAHME MCMXOI0ra, B bonee nNo3gHNX — CEHCOPHaA KOMHaTa,
dpT-Tepanu4, CUMynaund NPUCYTCTBUA.




Bce BbllieykaszaHHble  METOAbl  HanpaBneHbl HA  3amefsieHue
NPOrpeccMpoBaHist CUMMNTOMOB.

OpnHako ux adhekTUBHOCTb Npu demeHyuu lMuka CyLLECTBEHHO HUXe,
yem npu 6onesHu Anbuyzeiimepa.

HecMoTps Ha MpoBOAMMYHO Tepanuio, COCTOSIHWE TMyboKon AeMeHLnH

HacTynaeT B cpedHeM Yyepes 5-6 net nocrne aebiota bonesHw.

[TpOOOMKUTENBHOCTD XMN3HU OT Ha4ana 3aboneBaHust He NPEBbILLAET
10 ner.




bonesub 'eHMUH2MOHa - reHeTnyeckoe 3abonesaHne HEpBHON CUCTEMBI,
XapaKkTepumaytolleecs MOCTENEHHbIM HavyanoM obOblMHO B Bo3pacte 35-50 net u
COYETAHWEM  MPOrPECCUPYIOLLErO  XOPEMYECKOr0  TUMEPKMHE3A W MCUXMYECKUX
PaCCTPOUCTB.

HacnegyeTtca no ayTOCOMHO-AOMWHAHTHOMY TWUMY C BbICOKOM MEHETPAHTHOCTbIO
(80-85%); MyxumHbI BONEIOT YalLle, YEM KEHLUWHDI.

Kak nokasanu COBPEMEHHbIE FEHETUYECKUE UCCReaoBaHWs, OETEPMUHUPYIOLLMA €ro
reH fokKanuayeTcs Ha KOPOTKOM neve 4-i XpoMocoMbl. Xopest (chorea; oT rpeveckoro
cnoea ‘"choreia" - nndcka) - opMmMa  TMNEPKMHE3a,  XapakTepuayeTcs

HEMPOU3BOJIbHbIMN, 6bICprIMVI, HeperynmpyemoiMn AsMXeHNAM, BO3HUKAKOLWUAMWU B
Pa3NnNYHbIX MbILLEYHbIX rpynrax.

[Tcuxnyeckne paCCTpOIZCTBa npn AaHHOM 3aboneBaHum Yalle BCEro npeacraBrieHbl
[J,GMGHLI,I/IGVI, anaTuenm, nenpeccmef/'l C HepeakuMn cynumaoalribHbIMW - NOMNbITKAMWU,
HapyLlweHUAMN 3MOLUOHANbHOroO KOHTPOJIA C YaCTbiIMU BCIbIWKAMWU Pa3paxXeHna n
darpeccun, oT4HyXAEHHOCTbIO.

B HEKOTOPbIX CNy4adax pa3BnUBalOTCA 6pen N HaBA34YNBbIE COCTOAHUA.




llamomopghonozausi u namogusuono2usi bonesHb XaHmuHzmoHa
nopaxaeTt cneuuduyeckme obnactm Mosra.Haubonee 3aMeTHble pPaHHWE W3MEHEHUS
3arparnBaroT obnacTb 6a3anbHbIX raHrnues Ha3bIBAEMYIO NONOCATbIM TEJIOM, KOTOPOE COCTOUT
M3 XBOCTATOro sigpa W ckopnynbl. [pyre noBpexaaemMble 06nactyt BKMOYAT YEPHYIO
cybcTaHuuio, 3, 5 1 6 cnou Kopbl rONOBHOTO MO3ra, Mnnokamn, KNeTkn MypkuHbE B MO3XKEYKE,
bokoBble TyDepanbHble aapa runoTanamyca v Yactb Tanamyca. basanbHble raHrMmM — 4acTb
r0ONOBHOIO MO3ra, Hanbonee 3aMeTHO nospexgarLnecda npu 0one3Hn XaHTUHITOHa — nrpatoT
KII04EBYK POJib B KOHTPOIIE JJ,BI/I)KeHI/II7I N noBegeHnd. Nx beHKLI,VIFl MOJIHOCTbKD HE HACHa, HO
COBPEMEHHbIE  TEOPWUM  npegnonaratdT, YTO OHU  ABMAKOTCA  YaCTblO KOTHUTUBHOW
UCNOMNHUTENbHON CUCTEMbI U ABUraTesibHOro KOHTYpa. ba3anbHble raHmMuM B HOPpME
MHIMOMPYIOT BOIbLLOE YMCNO KOHTYPOB (Circuit), reHepupytowwmx cneunduyeckne ABUKEHNS.
,D,J'IFI NHULIWaL K CI'IeLl,I/I(bI/NeCKI/IX ,El,BI/I)KGHI/II?I KOpa nocblfiaeT CUrHanbl ©a3anbHbIM raHmuam an4
CHATUA VIHFI/I6MpOBaHI/IF|. I'IospemneHme 0a3anbHbIX TaHIMMEB MOXET NPUBECTU K CHATUIO
I/IHFI/I6I/IpOBaHI/IF| NN €ro NOCTOAHHbIM HEKOHTPOTUPYEMBIM USMEHEHUAM, YTO CIYXUT I'IpI/ILII/IHOIZ
3aTPyAHEHUA Ha4vana ABWXEeHUA U K UX HGI'IpOVI3BOJ'IbHOI;I NWHULWaUUK, UK OBUXKEHUE MOXET
OblTb NPepBaHO A0 WM Mnocne [AOCTUMXEHWUS Xenaemoro pesynbTaTta. Hakannusatowmecs
noBpexgeHnd B aTON 0bnacTu npuBoaAT K 6eCI'IOpFI,EI,OLJHbIM ABWXEHUAM, XaPaKTEePHbIM [O514
bone3Hn XaHTUHITOHA.




bonesub Kpeiimygenbdma-flkoba — penko BcTpeyarolieecs
[ereHepaTtneHoe 3aboneBaHMe rofioBHOTO MO3ra, CBSI3aHHOE C HAKOMSEHWEM B
HEeMpoHax  naTtonoruyeckoro  Oenka  npuoHa.  KnuHuyeckn  6onesHb
Kpentudenoara-Akoba  nposBnsetca  crnaboymuem,  nupamuaHbIMU - U
aKCTpanMpamuaHbIMU HAPYLLUEHWUAMM, MWOKIIOHUSIMK, CUMMTOMaMK MNOPaXeHUs
MO3XeYka U HapyweHuem 3peHus. [OuarHo3 Gonesnn KpenTudenbara-Akoba
OCHOBbIBAETCAA Ha COBOKYMHOCTW KMWHWUYECKUX CUMNTOMOB, AdaHHbIX 33,
aHanusa uepebpocnuHanbHoun xuakoct, MPT u 13T ronoBHOro mosra, a Takxe

MOPdhONornyeckoro uccneaoBaHnst obpasua TkaHeir Mo3ra, MOMyYEeHHOro B
pesynbtate 6uoncun unM  NOCMEPTHO. IMPAEKTUBHOE neveHune BOonesHu
Kpentudenoara-Akoba noka He HageHo. 3abonesaHne umeetr 100%
netanbHbIN ucxon.




bonesub KpeimugenoOma-flkoba oyeHb peakoe 3aboneBaHue.
PaHee B nutepatype ykasblBanocb, YTO 4acToTa €ro BCTPEYaeMoCTy
npumepHo 1 cnyyan Ha 1 mnH. Yyenosek Hacenenus. OgHako B 90-x rogax
NPOLLNOro BeKka Hayanu OoTMevaTbCsl Cryvyanm TaK Ha3blBAeMOro HOBOIO
BapuaHTa bonesHn Kpentumenbara-Akoba, CBA3aHHOMO C 3apaXxeHWeM OT
KPYMHOro poraToro CKOTa M Ha3BaHHOTO «KOPOBLUM DELLEHCTBOMY. TOJbKO
B AHITIMK 3a S NeT OT 3Toro 3abonesaHns ymepno 86 yenosek. Hanbonee
pacrnpocTpaHeHa 0onesub KpeuTudenbara-Akoba cpean nogen B
Bo3pacte 65-70 net u crapwe. OgHako B HOBOM BapuaHTe 00Me3Hb
KpenTuenbara-Akoba 3a4actyto nopaxaeT nuu MONoAoro Bospacrta.

OTHOCKTENBHO BbICOKWUM YPOBEHb 3aD0N1EBAEMOCTN OTMEYaeTCcs B AHINK,
W3pawune, Yunun n Cnosakuu




YctaHoBneHo, 4to 6GonesHb Kpentudenbara-Akoba vmeeT MHGEKLMOHHBIA XapakTep. 3apaxeHue
MOXET MPOM30NTW NPU Nepecaske 3apaxeHHbIX NPUOHaMK TKaHEN, Yepe3 HEMPOXMUPYPIUYECKNA NHCTPYMEHT U
npenapatbl KPOBWU, NpW BBEOEHWUM HEKOTOPbIX FOPMOHASbHbIX MPenapaToB (4enoBEYECKOr0 roHaZoTpONMHa
Ons nieYeHns becnnogms v coMaToTponuHa Ans Tepanuu runonutyapuama). bonesHb Kpentudgensara-Hkoba
HOBOW (DOPMbI MOXET pa3BMBaTLCS NOCIE YNOTPeOeHNs B nNuLLy Msica 3a00NEeBLUMX XUBOTHBIX (KOPOBbI) M
HocuTenen nHgekumn (oBew 1 Ko3).

B pesynbTate psiga McCnegoBaHMM CTano M3BecTHo, uTo 6onesHb Kpentudenbara-Akoba cBsizaHa C
NPOHUKHOBEHWEM B OpraHu3M MHQeEKUMOHHOTrO Genka — npuoHa. B HOpme B KneTkax rOfoBHOMO Mo3ra
YesioBeka COLEPXUTCH 340POBbIN MPUOH, MMEILWMIA HECKOMBbKO Apyroe CTpoeHne. MHMEKLUMOHHBIN MPUOH,
nonagas B OPraHW3Mm 4erioBeka He paspylwaeTcd, a C TOKOM KPOBW MOCTYyNaeT B TOMIOBHOM MO3F W
OTKNaAblBAeTCs Ha MOBEPXHOCTU HEMPOHOB. Ero B3aMMopencTeue C HOPMarbHbIMU MPUOHAMKU MO3rOBOW
KNETKW NPUBOLMT K TOMY, YTO OHU U3MEHSIKOT CBOKD CTPYKTYPY, NOCTENEHHO TPAHC(OPMUPYSCh B NATOTEHHY!HO,
NoZOOHYI0 UHAEKLUMOHHOMY NPKOHY, dopMmy. [1aToreHHbIe MPUOHLI 00pa3yoT BRALWKM 1 NPUBOAAT K rbenu
HEeMpoHa.

bonesHb Kpentudenbara-Akoba umeeT [OCTAaTOMHO ASUTENbHBIA MHKYOALMOHHBIV Nepuod, CBA3aHHbIN C
BpeMEHeM, HeoOX0ANMbIM NS MPOHUKHOBEHWUS! MH(EKLUMOHHBIX MPUOHOB B MO3TOBYHO TKaHb W MATOreHHOW
TpaHcopmauuy 300POBbLIX MPUOHOB. [NIMTENbHOCTL MHKYOALMOHHOTO nepuofda HanpsMyl 3aBUCKUT OT
crnocoba 3apaxeHus. [lpy WMHMOUUMPOBAHWM TKAHEW T[OMIOBHOrO MO3ra 3apaXXeHHbIM XMPYPruveckum
MHCTPYMeHTOM BonesHb KpenTudenbata-Akoba passusaetcs yepes 15-20 mecaues. MNpn nHUUMPOBaHWH
yepes WMMNNaHTUPOBAHHbLIE B OKOSIOMO3rOBbIE CTPYKTYPbl TKAHW (HanpuMep, TBEPAYD MO3rOBYH 0DOMOUKY,
POroBuLy rnasa) MHKyOaLUMOHHbIN Nepuog MOXET AmTbes 40 5,5 net. [pu BHYTPUMBILLEYHOM BBEAEHUM
WHOULMPOBAHHBIX NEKapCTBEHHbIX MpenapaToB (Hanpumep, roHagoTPOMNMHA, COMATOTPONMHA, CoepXKaLimxX
Bblunin TpOMOUH remocTaTikoB) bonesHb KpenTudenoara-Akoba HaumHaeT nposBnATbLCS cnycTta 12,5 ner.

OTmevaloTCs Takke HacneacTBeHHble hopMbl 6onesHn Kpentudensara-Akoba, CBS3aHHbIE C reHETUYECKUMM
HapyLWEHNAMU, NPUBOAALLMMK K 0OPa30BaHMIO NATONOrMYECKMX NPUOHOB.




Knaccuchukayus 6one3Hu Kpetimuygenboma-5koba

[TpakTnyeckast Hesponorus Knaccuduumpyet bonesHb Kpentudenbara-Akoba c
YY4ETOM €€ KIMH1Yeckon hopmel. B COOTBETCTBUM C 3TUM BbIAENAIOT:

nodocmpyro cnoH2UOGOPMHYI0 3HUeaonamuro, OTNMYatoLLYICS BbICTPbIM
TeYeHneM 1 Anddy3HbIM NopaXeHnem MO3roBou Kopbl;

Knaccuyeckyro (QuckuHemuyeckyro) ¢hopmy, nNpeacTaBnsioWy0  cobow
coyYeTaHWe nupamuaHbIX W SKCTpanMpamuaHbIX CUMNTOMOB CO crnaboymuem
(aemeHupmen);

npomexymouHyro  ¢opmy 6onesHu KpeumugensOma —  Skoba,
XapaKTepuayoLLytocs npeobnagaHMem MO3Xe4KoBbIX U NOOKOPKOBbLIX PAaCCTPOWCTB;
amuoTPOdIMYECKYHD (DOPMY, OBUraTeslbHblE 1 PeYeBble PacCTPOMCTBA MPU KOTOPOU
HanoMuHarT KIUHUKY BoKoBOro amuTpodoryeckoro CKIepo3sa.




Cumnmomsbi 6onesHu Kpelimygenodma-Slkoba

B 6onbLumnHcTBe cryyaeB bonesHb Kpentuhenbara-Akoba xapaktepuayeTcs NOCTENEHHbIM Pa3BUTUEM, OOHAKO BO3MOXHO
nogocTpoe unu octpoe Havano. MpumepHo B 30% crnyyaes bonesHb KpenTugensara-Akoba HauMHaeTcs ¢ NPOAPOManbHbIX
CMMMNTOMOB: pa3fpaXuTeNbHOCTW, PacCeAHHOCTU, FONMOBHbIX 0ONel, HapylleHUs CHa, FONIOBOKPYXEHUA, YXYALIEeHMUS
NaMATU, CHWXKEHWUS 3peHUs, Be3bIHULMATUBHOCTW, CHUKEHUS NMOWOO, WM3MEHEHMS MNOBEAEHYECKUX peakuuid. Bo3MOoXHO
9NW304M4YECKOe BO3HUKHOBEHME 3NGOpUM W/mnn BECNPUYMHHOTO CTpaxa, OTPbIBUCTbIE BpeaoBble WM rannoUMHATOPHbIE
nepexusaHns. V13 HEBPONMOTMYECKUX HapyLUEHWA B MPOAPOMAsibHOM nepuoge HabnogalTes: LWaTKOCTb BO BpeMsi Xoawbsbl,
napecTesn, pacCTPONCTBO BbICLUMX (hYHKLIA KOPbI FONOBHOTO MO3ra (anekcus, akanbkynuam np.). OnucaHbl HECKOSbKO Cry4aes,
koraa 6onesHb Kpentudenbara-Akoba aebioTmpoBana ¢ NosiBNEHNst KOPKOBOW CMENOTbI.

B cTaguu pa3BepHyTbIX KNUHUYECKUX NPosiBeHU 6onesHb KpenTudenbara-Akoba xapaktepusyeTcst NporpeccupyoLwmm
CNacTUYECKUM napanuyeMm (napannerven WM remunnervenn), atakcuein,3 nUNenTUYeckUMy npunagkamu. BosHukaloT
9KCTpanuMpaMuaHble HapyLUEeHWS: MbIlEYHas PUrMAOHOCTb, aTteTo3, Tpemop. [lpakTuyeckn y Bcex 6oMbHbIX HabmogarTcs
MUOKIOHUN — ObICTPblE HEPUTMUYHBIE COKPALLEHUS OTAENbHbIX MblWL. Yalle BCEro 0TMEYaeTCsl MUOKIOHYC rybbl U Beka.
Habntogatotcs BTOPUYHO reHepanu3oBaHHble MUOKIOHMYECKME MPUCTYNbI. [OSBNSETCS U HapacTaeT SpKO BblpaXEHHas
OEMEHLMS, COMPOBOXAANOLLAACA HapyLIEHWAMU peyn BNIOTb [JO €€ MNOMHOro pacnaga. HoBbld BapuaHT  GonesHu
KpenTudenbara-Akoba otnunyaetca npeobnagaHMeM MNCUXMATPUYECKOA CUMMNTOMATMKA W PAcCTPOMCTB YYBCTBUTENBHOCTW. B
100% crnyyaeB OH COMPOBOXOAETCA MOIKEYKOBLIMU HApPYLWEHUSMU, B TO BPEMS Kak Mpu Ccrnopaguyeckoir BonesHu
KpeiTudenbara-Akoba paccTponcTsa GyHKUMM MO3kKeYKa HabnogatoTes nuwb B 40% cnyyaes.

B TepmuHanbHon ctaguu 6onesHb Kpentudenbata-Akoba xapaktepusyetcs rnybokon aemeHumen. MNauneHTbl He KOHTaKTHBI,
HaXOAATCA B COCTOSIHUM MPOCTpaUWW, YTpayeH KOHTPOMb Had (hyHKUMeNn Tas30BblX opraHoB. HabntogatoTcs runepkuHessbl,
BbIP@XXEHHbIE MbILLEYHbIE aTPOUM, HAPYLLEHWUS TNIOTaHWS, NPONEXHW. Bo3MoXHa runepTepMust 1 SNUNEnTUYECKMe NPUCTYMbI.
CMepTb HacTynaeT B KOMAarO3HOM COCTOSHUM Ha (boHe [JeuepebpauroHHON PUTMOHOCTM U BbIPAXEHHOM KaXeKCuw.




