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Paboma  nocesujena  usywenur  cneyuduueckozo  peduaiiusezo
HACAEOCMBEHH020 Helipo-OezeHepamusHo20 3a00Ae6aHUs, BbI3bIBAEMO20 NPUOHAMU.
Yemanosaero, umo 3abosesanue He umeem Ha ce200HIWHULL Oenb IPPexmusnozo

AeeHus u Heu3bexcHo 3asepuiaemcs AemaAvHobIM uUcxodom.

3aboaeBaHHMEe OBIAO OTKPBITO HTAABSHCKAM BpadoM, KrHanmo
Poittepom B 1979 roay, HaOAIOAABIIHM 3a IIOOYEPEAHOH CMEPTBIO ABYX
POACTBEHHHI| >XeHBI, BCKOpe B apXMBaX ICHXHATPUYECKON OOABHMIIB, OH
OGHAPY)KMA HCTOPUH APYIHX CeMell C IIOXOXel KAMHHYECKOH KapTHHOML
Bckope 3a60A€A ellje OAMH POACTBEHHHUK U €T0 MO3I [IOCA€ CMEPTH OBIA ITepeAaH
B CIIA aast paapHefmux uccaepoBaHuil. 11 Toapko B koHme 90-x ypaaaoch
HACHTHQUIIMPOBATD MyTAIIHIO, BHI3BIBAIOINYIO 3a00A€BaHNe. YieHble BBLSICHHUAH,
yro B KkopoHe 178 rema PRNP, Haxoasmerocas B 20-f xpomocowme,
acraparuHOBasi KMCAOTA 3aMeHeHa Ha acIaparuH. B pesyaprare atoro 6eaxu us
CBOeH HOPMAaAbHOH CTPYKTYPBI IPEBPAIAIOTCS B IIPHOHBI, II0A BO3ACHCTBHEM
IPHOHA APYTHe OEeAKH TakKe MYTHPYIOT. OJTO IPHBOAUT K HAKOIAEHHIO
AMUAOUAHBIX OASIIIEK B TAAAMYCE, OTAEAE MO3I'a, OTBEYAIOIEM 32 COH.

3aboaeBaHMe IPOTEKaeT B CpeAHeM OT 7 A0 36 Mecsres. Bcero
BBIAGAQIOT 4 CTAAMU Pa3BUTHSI 3200A€BaHMS:

1. TIlamment cTpapaer oT Bcé 6oree TDKEAON 6OeCCOHHUIIDI,

MaHWYECKHUX aTaK 1 4306m71. OTa CTAAMS AAUTCS B CpeAHeM 4 MecsIia.
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2. IaHnyeckye aTaky CTaHOBSITCS CEPHE3HOM MPOOAEMOI], ¥ K HUM
IPUCOGAUHSIOTCS TAAAIOITMHAIIMN. JTa CTAAMS AAUTCS B CPEAHEM S MecsIleB.

3. Tloanas HecmocOOHOCTh CIIaTh, CONMPOBOXAAEMas OBICTpPOL
HoTepei Beca. JTa CTAAUSA AAUTCS B CPeAHEM 3 MecsIa.

4. TTanmenT mepecTaéT TOBOPUTH U He pearnpyeT Ha OKpy’Kaiomjee.
OTO MOCAEAHSIS CTAAMS OOAESHHM, AASIIASICS B CPEAHEM 6 MeCSIIIeB, TIOCAE Yero
MaLMeHT YMHUpPAET.

Bo Bpems BTOpOil CcTapMM COH M BereTaTUBHble H3MeHEHUS
IIOCTEIIHHO YBEAMYMBAIOTCS, [IOKA He IOSBASIOTCS OCOObIe MOBeACHYECKIe
AHOMaAHH, COCTOSIIIE B TOM, YTO COH BHE3AITHO BO3HUKAET 13 OOAPCTBOBAHNS,

0cobeHHo KOTAQ ITIAIJUEHThI OCTAOTCA 6e3 CTUMYASIIITHH.

Puc. 1. IlocaepoBaTeAbHBIE KAAPBI, 3AIIHCAaHHbIE Y IAIIHEHTA C CeMeHOM
daTarbHOM OeCCOHHHIIEl, ASMOHCTPHPYIOT CAOXKHBIE IIOAyIlEACBbIE

ABIDKEHHSM BO BpeMs 3IIM30Aa OHEHPHIECKOTo CTynopa.

Bo Bpems Takux «OHEHPHYECKHX CTYIOPOB> MAIUeHTH BIIAAAIOT B
COCTOSIHUE HEeBOCIIPUMMYMBOCTHU H BHIIOAHSIOT CAOXKHBIE XECTBI, KOTOPbIE IIPU
HOPOOY>KAGHHM M COTAACHO OTYeTy I[IAIeHTa, IIO-BHAHNMOMY, XOpOIIO

KOPPeAUpYIOT ¢ copeprxanueM cHosupenns (Puc.1.).
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AeveHne 9TOl IATOAOTMM B HACTOAIEE BPeMs OTCYTCTBYET.
CHOTBOpHBIe CBOXO 9 PeKTUBHOCTb He AOKA3aAH, T.K 3a60AeBaHUe paspyuIaeT
MeXaHWU3M cHa 1 A0 80% HelpOHOB roA0BHOT0 Mo3ra. OAHAKO CYLIeCTBYET OAUH
cay4ait naguenTa u3 CIIIA npyHIMABIINMI CHABHOAEHCTBYIOIIee CHOTBOPHOE
(Amasemam), anecreTnkH (KeTaMMH, 3aKHCh a30Ta), TAKKe OH IHA BUTAMUHbI U
3aHUMaACs MepuTanuell u crioproM. Ero 6opp6a mpoaArAach HECKOABKO AeT,
9TO HAMHOIO AOABIIE HEXEAU OOGBIMHBIA XOA GOAE3HM, OAHAKO HECMOTPS Ha
OTYaSHHYI0 60pb0y NALMEHT CKOHIAACS.

CoBpeMeHHass ~ MeAMLMHA ~ He  PAacIIOAAraeT  CPEACTBAMH,
HO3BOASIIOIIMME GOPOTBCSI C PacCMOTpPeHHBIM 3aboAeBaHueM. B Hacrosumee
BpeMsl BCe HAAEKABI BOBAATalOTCS HA CIHELUAANCTOB B OGAACTH TeHHOM
ME>KeHEePHU.

Takum o6pazoM, ¢aTasbHas 6eCCOHHMIA, IIEPEAAONIasCS IO
HACAEACTBY, SIBASIETCS KpallHe pPeAKMM 3a00AeBaHMEM, He MMEIOIMM Ha
CETOAHSIIHUI AeHb 3QPEKTUBHOTO A€YEHMS U HeM30EeXHO 3aBepIIAOIIUMCS
AETAABHBIM HCXOAOM.

HccaepoBanms Boimoansiancy mo aunnd CHO Ha kapeppe 6uoaornw,
9KOAOTHH, IIAPA3HTOAOIUH, BOAHBIX OHOPECYpPCcOB U aKBaKyAbTypbl. OCHOBHbIe
HanpaBaenus uccaepoBanuit CHO Ha xadeppe: 6uosorus, remermka [1-4],

axoaorus [ 5], BoaHbIe Guopecypcst [ 6], akBakyabrypa [7].
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FATAL FAMILY INSOMNIA
Grigorieva E. A.

Key words: insomnia, prions, disease, vegetative changes
The work is devoted to the study of a specific rare hereditary neuro-degenerative
disease caused by prions. It is established that the disease has no effective treatment to

date and inevitably ends in a fatal outcome.
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