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[Tpuonnsie 3ab6oneBanus (I13), umum TpaHCMHCCHBHBIE TYOKOOOpa3HBbIC SHIE(ATONMATHH, —
rpymnna HeWpoJereHepaTUBHBIX PACCTPOICTB, XapaKTepU3YIOUIMXCS OBICTPO MPOIPECCHPYIOIIUMUI
JNEeMEHIIMEN M JABUTaTeIbHBIMH HapyIIEHUSIMHU, a TaKXkKe JUIMTEIbHBIM MHKYOAIIMOHHBIM MEPHUOIOM.
[IpuonHoe 3aboJsieBaHUE, BHI3BAHHOE DKCIOHEHIIMAIBHBIM POCTOM KOJIMYECTBA MaTOJIOTHYECKOTO
Oenka — IpUOHA — B TKaHU T'OJJOBHOI'O MO3ra, MMEET pas3yindHble NposiBieHUs. OHO OBIIO ONUCaHO
MoJ TaKMMH Ha3BaHWsSIMH, Kak «OoyesHb Kpeltndensara-Adkoba», «bhatanpHas cemeitHas
OeCcCOHHMIIA», «TyOuaTas 3HI1e(AIONaTUsI KPYITHOIO POraToro CKoTa» H Aap.

bonesns Kpetitidensara-sIxoda (bKS) — maubonee pacnpoctpanennoe I13 denoBeka, Ha
JIOJIF0 KOTOPOro NMpUuxoautTes okoso 85% Bceex citydae I[13. Benymym KIMHUYECKUM MPOSIBJIIEHUEM
BKSl saBnsercs ObICTpo mporpeccupylomias AeMEHLHs, BO3HHKaiolmas 0e3 SBHBIX HPHUUYUH H
COIIPOBOXK/IAOIASICS HAPYLICHUSIMU BBICIIMX IICUXUYECKUX PpyHKUMH (adazus, aMHe3us U AePUIUT
BHUMAaHUs), U3MEHEHUSIMU IIOBEJIEHNUS, MUOKJIOHYCOM, TMPAMUIHBIMU paccTpoiicTBaMu. Beinenstor
HECKOJIBKO €€ ()opM, pa3IMyarolUXcs MPOUCXOKICHUEM: KJIACCUUECKYIO (BOSHMKAET CIOHTAHHO,
85% Bcex cmyuaeB BKS), HacnenctBeHHyro (Bo3HHKarOT MyTanuu B reHe PRNP uenoBeueckoro
npuoHHoro 6enka, 10—15% ciydaeB) v HOBBII BapuaHT (KOPOBbE OEIICHCTBO, KOTOPBIM 3apa)aroTCs
Npyu  TOCJAaHWM  TpUOHCcoAepxkamied  roBaauHbl). Mmeer wmecro  stporenHas  bKS,
pacpoCTPaAHIOIIAsACA B MPOLECCe MEIUUMHCKUX MaHUIYJSIIUA WM B COCTaBE INpENapaToB U3
TKaHel 1 OMOJIOTMYECKUX KHUAKOCTEN )KUBOTHBIX HJIM YeJIOBEKa.

VY yenoBeka U HEKOTOPBIX APYTUX MIIEKOMUTAIOMINX HET (EPMEHTOB, pa3iaratoliyuX MPUOH bl
C U3MEHEHHOW CTPYKTYpol Ha cocrtaBistone. [Ipu B3anMoAelcTBHH MAaTOIOTUYECKON (hOPMBI
MIPHUOHA C PACIIOJIOKEHHBIMH PSIOM Ha HEMpPOHAX HOPMAaJIbHBIMU MPUOHHBIMU O€IKaMH MOCIEIHNE
MENJIEHHO M3MEHSIOT CBOIO IIPOCTPAHCTBEHHYIO CTPYKTYpy, IHpEBpaliasich B IaTOTEHHBIE.
Hsmenusiimecs OEIKU CIUBAIOTCA B OJISAIIKH, M KJIETKA THOHET.

HezaBucumo ot  Qopmbl  TedeHHe  3a00JeBaHUS  XapaKTepU3yeTcsl  OBICTPHIM
nporpeccupoBaHueM c¢ (dartaidbHbBIM HcxonoM. CpenHsiss NPOAODKUTEIBHOCTh JKU3HHM IOCIE
HOSIBJICHUS TIEPBBIX CUMIITOMOB OOBIYHO Kosiebiercs oT 6 10 12 mecsies.

Ceroans He cymiecTByeT MeToioB jedeHus [13. Bee uzBectrrie [13 uenoBeka (atanbHbI, U
Ha3Ha4YeHMs CBOASTCS K NoAaJepkuBaroliel tepanuu. He pazpaboraHbl ieKapCTBEHHBIE CPE/ICTBA,
BO3ZCUCTBYIOLIME Ha JTambl pa3BuTHsS OonesHu Kpeirtindenpara-Akoda u crnocodCTByrOImIE
3HaYUMOMY 3aMeJICHHUIO U CTa0MIM3aluy nporecca. MMMyHOKOppUrupyrouye (IpoTUBOBUPYCHEIE,
rOpMOHAJIbHbIE, MPOTUBOOITYXOJIEBbIE) MpenapaTbl HE OKa3ajl 3HAYUMOrO BJIMSHHMS HA MCXOJ
3a0oneBanus. PojcTBeHHMKaM MAalMEHTOB C ceMelHbIM aHamHe3oM [I3  pexomenayercs
IFeHETUYECKOE KOHCYJIbTUpOBaHUE. B cBs3u ¢ orcyrcTBHEM 3G ()EKTUBHOIO JIeUeHUsI HEOOXOIUMBI
MEPONPUATHUS IO TPOPUIAKTUKE TPAaHCMUCCUBHBIX (opm I13.

Hosplit moaxon k nmpodunaktuke u nedenuto bKS paspabaTeiBaercss nccienoBaTensiMu B
Nuctutyre bBpoyaa Maccauycerckoro TEXHOJOIMUYECKOro MHCTUTyTa U ['apBapiackoro
yHuBepcuTeTa. OH 3aKJIIOYAETCS B CHM)KEHUM KOJIMYECTBA IMPUOHHOrO OejiKa B MO3re C IMOMOILbIO
AQHTHCMBICJIOBBIX  OJIMTOHYKJEOTUAOB,  KOTOpbI€  SIBISIOTCA  KOPOTKMMHU  XHUMHYECKH
mMoaudunupoBanHbiMu pparmenTamu JJHK, ciocoOHbIMU CBSA3BIBATHCS C OINpeiesIeH HOM MOJIEKYI0M
PHK u 3anyckats ee pazpyuienue. [Ipu 3Tom nanpHeHmmii CHHTE3 NaTOIOTHYecKoro 0enka — MpruoHa
— OCTaHABJIMBAETCS, UTO, BO3MOXKHO, IPEIOTBpALIIACT pa3BUTHE 3a00IeBaHUsI.
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