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Paccmompenvr 4 npuonossie bonesnu uenosexa: boaesnv Kperimygpenvo-
ma-Akoba, cunopom I'epcmmanna-LlImpeyccnepa-ILllatinkepa, pamanvras ce-
Metinas uncomnus, Kypy. [lpedcmagnenvl onpedenenue, SmMuonamozenes Jmux
MPAHCMUCCUBHBIX 2yOuamblx dnyepanonamuil. /Jano nodpobrnoe onucanue
KIUHUYECKOU KAPMUHbL C AKYeHMyayuell Ha He6POI02UHECKUe NPOSIEIEHUSL KAiC-
0ot npuoroeoll bonesnu uenosexa. Ilpusedensvt ouasHocmuka u NPoQPuUIaK-
MUKA 5Mux 3a601e6anul.

Knrwouessie cnosa: npuonogvie 601e3HU, HEGPOLOSULECKUE NPOSABTICHUSL.

4 human prionion diseases: Creuzfeldt-Yakob's disease, Herstmann-
Shtreussler-Shainker’s syndrome, fatal family insomnia, curu have been
considered. The definition, etiopathogenesis of these transmissive spongy
encephalopathies have been presented. Detailed description of a clinical
nicture with accent on neurological manifestations of each human prionion
disease has been given. Diagnostics and prophylaxis of these diseases have
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heen shown.
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B nocnenHue ronpsl HTEpEC K IPUOHOBBIM 3a00-
JIEBaHUSIM B MHUPE PE3KO TIOBBICUIICS B CBSI3H C JITHJIC-
MUEH TPaHCMHCCHUBHOM CIIOHTHO(OPMHOI SHITE(haT0-
MaTHH KOPOB B AHIJIHU.

Ipynmy MemeHHbIX HHQEKIUI, BCeria cMepTelb-
HBIX TPaHCMHCCHUBHBIX T'yOK0OOpa3HbIX SHIIe]anona-
THH, B TOCIIEHEE BpeMs MPUHATO 0003HA4YaTh NpH-
OHOBBIMH OOJIE3HSIMHU.

JTHomaTorenes

OTH TpaHCMUCCHBHBIE TyOUaThIe SHIEATONATHH
(TT'3) BBHI3BIBAIOTCS KICTOUYHBIM OETTKOM — MPHOHOM
PrPe (Prion Protein — cellular), nperepneBiiuM mpe-
BpallleHre B aHOMaIIbHYI0 KoH(opmatmo PrP (Prion
Protein — scarpie), koTopasi OTIHYAETCS OT HOPMallb-
HOW BBICOKHUM TIPOIIEHTOM cojiep>kaHusi B- ckiaqua-
TBIX CTPYKTYP, OOJBIIION CKIIOHHOCTBIO K arperaiiy u
00pa30BaHUIO AMUIIOUTHBIX OJISIIIEK ¥ PUOPHILI B IICH-
TpaJIbHOH HEPBHOH cUcTeMe. YHUKaIBbHON 0COOCHHO-
CTBIO TIPUOHA SIBJIAIOTCS OTCYTCTBHE B €r0 COCTaBe
HYKJICHHOBOU KHCJIOTBI, YTO HE MTO3BOJISIET OTHECTH €ro
K BHpYyCaM, a TaKk)Ke COXpaHeHHEe KOHTarnO03HOCTH IMOC-
JIe BO3JICHCTBUS TPaIMIIMOHHBIMU JIC3UHPHUITUP YOI -
MU CpeICTBaMU (BBICOKasl TEMIIepaTypa, yIsTpagpuo-
JIeTOBOE oOnydeHue, ¢hopmanuH u np.). Hakomenue
natoyorudeckort popmer PrP* Bemer k MaccoBoit ru-
0e/r HepBHBIX KJIECTOK M OPTaHWU3Ma B IIEJIOM.

Brinenstor 2 ocnosnuix éapuanma nepexona PrPe
B PrP=:
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1. Ilpu momaganuy B OpraHu3M 3K30reHHoro PrPs;
9K30TeHHAasI ATOJIOTHYecKasi MOJIeKyaa KaTalu3upy-
eT Tepexo]] HOPMaJIbHOW MOJIEKYJIbl B I1aTOJIOTHYEC-
KYIO.

2. Ilpwm HacnencTBeHHBIX (hopMax MPHOHOBHIX 0O-
ne3Hel HabmonaoTes MyTauu B rene PrnP, konupy-
torieM Oenok PrP. Myranthas ¢opma (PrP (PrPm)
MOXET crioHTaHHO (0e3 yuactust PrP*) nmepexonuts B
MATOJIOTUYECKY 0 POpMY, HAKAIUTUBATHCS U HAYUHATD
Karanusuposats nepexon PrPe B PrP¥. B stom cuy-
yae JUIs Havaja pa3BUTHs 3a00JicBaHMs HE TpeOyeT-
Cs1 TOSIBJICHU S K30T¢HHOM MTaTOIOrHYeCKON (hOPMBI.

Takum 00pazoM, MPHOH COCTOUT M3 MOJIEKY] WH-
(eKIIMOHHOTO MPUOHHOTO Oenka. OCcHOGHOU nymb ne-
pedauu NHGEKINOHHOTO areHTa - alUMeHMapHbll, y
YeJIOBeKa BO3MOXKEH AMPO2eHHbll TUI TeperadH.
[Ipron ycToiumB K (GopManbleruny, yabTpa3ByKy,
WOHV3UPYIOIIEH paJnaIiuy, YIsTpaduoieToBoMy o0Iry-
YEeHUI0, HyKJIea3aM.

Knaccudpuxanus

B nacrosiiee BpeMsi U3BECTHBI OOJIE3HH KHBOT-
HBIX (CKpeIy y OBEIl M KO3, TPAHCMHCCHBHAsI dHIE(a-
JonaTHs HOPOK, XPOHHUECKast U3HYypsIommas 0oJe3Hb
HaxooAIuUXxcsa B HEBOJIC OJICHA U JIOCA, TPAHCMUCCHUB-
Has TyO4aTas sHIedanonaTs KopoB («OeIeHCTBO KO-
POB») U 4 0OJIE3HU YEIOBEKA, BBI3bIBACMBIC TIPUOHA-
MH:

1. bomesns Kpelitudenpara — Sxoda (BKA).




INPAKTHKVIONIEALY BPAYY

Kypraa TTAY 2003 Ne 1

2. Cunnpom I'epctmanna- IlItpeyccnepa — llaii-
Hkepa (CI'LLILL).

3. @artanpHas cemeitnas nacomuus (OCU).

4. Kypy.

BOJIE3Hb KPEUTH®EJBATA — AIKOBA

Onucana Kpeiitudensarom (1920) u SAxobom
(1921). Yacrora coctasnsget 1 Ha 1000000 B roa. 90%
Bcex cimydaeB bKS mpuxomutcsa Ha xraccuueckyio
¢opmy, gaie OONCIOT MYKYUHBI.

Hecmotpst Ha oOuime maHHBIX, TIOKa HE yAaeTcs
OOBSICHUTH TTPOMCXOXKICHUE KITACCUIECKOH (DOPMBI.
Hexoropoe BpeMsi 00CyKJaI0Ch alMMEHTapHOE 3a-
paxenue. s 3a0oneBmmx Jroneil XxapakTepHbI T0-
BBIIICHHBIN TPaBMAaTHU3M U YacThle XUPYPIHUECKUE
BMeIIaTelbCTBa B aHAMHe3e. He MCKIroueHo, 4rto
MPEACTaBUTENH HEKOTOPBIX MPO(eCccuii — macTyx, dep-
MEpbI, METUKH — IMOABEPIKECHBI MOBBIIICHHOMY PHCKY
3a0oneBanusi. CAUTACTCSI, YTO MPEAPACIIONOKEHHOCTD
K criopanu4eckoii popme BKA crsazana ¢ mommmop-
¢u3mom B 129 KOmOHE IreHa, KOAMPYIOIIEM CHHTE3
KJIETOYHOT'O IIPUOHHOT'O OeJIKa B OpraHu3Me.

[Iponpomanbsubie cumnTomMbl BKS HecnierubuuHb
u HabmonarTes y 30 % OonbHBIX. OHM MOSIBIISIOTCS
32 HECKOJIBKO HEJENb U MECSIICB JI0 BOSHUKHOBEHHS
MEPBBIX MPU3HAKOB JACMEHIIMM M BKJIIOYAIOT B CeOs
ACTEHUI0, HApyIIICHNs CHA U aTlleTUTa, CHIYKEHHE Mac-
CBI T€JIa ¥ TIOTEPIO JTUOU 10, HAPYIIICHUE TTAMSTH, BHU-
MaHUs1, MBIIUICHUS, H3MEHeHue nmoBeneHus. [Ipu atom
B HavanbHOH cTaauu BKS Moxker B TeueHHH HEKOTO-
pOro BpeMEHH HAalOMHUHaTh Oone3Hb [lapkuHCOHA,
0ome3Hb AnbIreiiMepa, Mporpeccupyroni HaabsIep-
HBIW Mapajnd, COCYAUCTYIo dHIedanonarnio. OqHako
NanpHelee HaOMoIeHNE 32 TedeHUEeM 3a00IeBaHuMsI
[TO3BOJIIET MCKIIOYUTH ATH Oome3nu. Tak, mms BKSI
XapaKTepHBI OBICTPO POTPECCUPYIOIIAs IeMEHIIHS B
COYETAaHUM C MO3KEUKOBOM aTaKCUEH, MUOKJIOHUSIMHU
Y SKCTpanupaMUAHbIMKU cuMiToMamMu. CMEpTh HACTY-
maeT B cpenHeM uepe3 1 roj.

K nHacrosimemy BpeMenu BoiAesOT S popm BKA
B 3aBUCHUMOCTH OT OCOOCHHOCTEH MOP(OIOrHuYecKo-
'O pacipeeNieHus U OT XapaKTepa KITMHUYECKUX TPOo-
SIBIICHUIA:

mun AHxoba, unu KOpMuUKO-cmMpuamo- cnu-
HanvbHas popma, B paMKax KOTOPOH BO3MOXKHO TIO-
SIBJICHHE TICPESAHEPOrOBOM CUMIITOMATHKHY, HATIOMHUHA-
IOIIEeH CHHAPOM OOKOBOT'O aMHOTPO(HUUECKOro CKiie-
po3a;

mun Xetidenxatina ¢ TIPEBATMPOBAHUEM OYa-
TOB B 3aTHUIOYHON KOpE, IPU ATOM 3a0oJieBaHUE Je-
OIOTHPYET CO 3pUTENBHBIX HAPYIICHUH B BUJIE arHO-
3UH;

ougppysnviti mun (mun [llmepna u Iapcena)
C OYaramu, CKOHIICHTPHPOBAaHHBIMH B 0a3aJIbHBIX I'aH-
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DIIMSX U TAJIaMyCe, B KITMHUYECKON KapTHUHE ITPU STOM
npeobiaiaeT YKCTpaupaMuIHas CHMITTOMATHKA;
amaxmuyecxkuti mun bpoyunenna-Onneneeti-
Mepa, TIpA KOTOPOM TpyOo MOopakeH MO3KEOK;
naumsHyegharuveckuli mun, Mpu KOTOPOM Ha
MIEPBBIH IJTaH BBICTYIAET TUPAMUIHBIH CHMITTOMOKOM-
TUTEKC.
Yaine HaOM0Aa€TCs TOCTEIIEHHOE pa3BUTHE 3200-
JIeBaHUSsl, PEKE — OCTPHINA UM MOJOCTPBIN JCOFOT.
[To Teuenunto BeLACISIOT 3 QOpMBI OOJIEC3HU:
MeJJIEHHOE ITPOrpecCHpOBaHKEe Ha TIEPBBIX ITa-
nax 1 ObICTpO B (hrHAIIE;
MEPCUCTUPYIOIIEE IPOrPECCHPOBAHNE;
ObIcTpoe TeueHue B Hawane Oone3Hu u Oonee
MEUICHHOE B JalbHEHUILIEM.

JAuarnocruxka

3a WCKITIoYeHnEeM OHOIICHU MO3Ta, HE CyIIeCTBYET
cnerupuyeckor quarnoctuku bKS.

U3 napaxaunuueckux memooos mMccienoBaHUs
HauOoJIbIIIEe JUATHOCTHYECKOE 3HaueHne umeer DI
B HauanbHO# cTamuu 60e3Hu D3I 00bIYHO HOPMaJIb-
Has. B pa3BepHyToli ke cTajuu 3a00JeBaHUS BBISB-
JsieTcsl moBTopsitonias Tpudasnas u monudasHas ak-
TUBHOCTH OCTPOH (opmbl amruTynoi 1o 200 MxB,
BO3HUKaoIIas ¢ 4actotoil 1,5 — 2 B cekyH1y. OTH 13-
MeHEeHUs maTorHoMoHnyHbI 17151 BKS u genmator mpu-
JKU3HECHHBIN JMAarHO3 BEPOSTHBIM, XOTS BCTPEUAIOTCS
nums B 50 — 60 % cmoyuaes. 1o mepe mporpeccupo-
BaHUs 3a00JIEBAHMSI YaCTOTa KOMIUIEKCOB CHUXKACT-
cs1, oo por DI 3aMemsiiercs, MOTYT MOSIBJIATh-
Csl TIEPUOJIBI DIIEKTPUICCKOTO MOTIAHHUS.

IMpu KT noseisiercst arpodust KOpbI NONYIIAPHA 1
Mo3zkeuka, mpu MPT uHorza BBISBIAIOTCS TUIIEPHUH-
TEHCHBHBIC CUTHAJIBI B TPOCSKIMH 0a3aJIbHBIX TaHTJIH-
€B WJIM TalaMmyca.

[Tpy nO3UTPOHHO-IMHUCCHOHHOM ToMorpaduu Ha-
Oronaercsi pernoHaIbHOE CHU)KEHHE MeTa0om3Ma
TJTFOKO3BI, KOPPENUpPYIoIee ¢ maToMophoIornaecKu-
MU U3MCHCHHSIMH.

XOTsl pyTUHHBIN aHAJIN3 JINKBOPA HOPMAJIEH, CIIe-
[UAJIbHBIE WCCICAOBAHMS JINKBOPA MO3BOJISIIOT BBIS-
BHUTb aTorHOMOHUYHbBIE 1151 BKSI n3meHenus: maro-
sorudeckue oenku —26 u 29 /1, HelipoHaIbHYIO CIie-
U(UUESCKYIO €HOIa3y, MO3roBoi Oeiok 14 — 3 — 3,
MIPU YeM TIOCIICTHUHN SBIISIETCS MapKEpOM MPHUOHHBIX
3a00JIeBaHHH.

Pa3paboranbl METO/IbI BBISBICHUS AaHTHTEN K HEH-
podunamenTam.

[TATOMOP®OJIOTUYECKUN omnpenensior
YMEHBIIICHUE KOTNIECTBA KOPTUKAUIBLHBIX HEHPOHOB,
BaKyOJIM3aIlHI0 TKAHW MO3ra, KoTopas mpuobOperaer
BH/I I'YOKH; TIMAJIbHYIO, B OCHOBHOM aCTPOIUTAPHYIO
nponugepannio, aMUIOHIHbIC OJISIIKH, COIepKAIIIe
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MPUOHOBBIN OEJIOK, M OTCYTCTBUE MPU3HAKOB BOCIIA-
JIeHUs. YKa3aHHbIE UBMEHEHUS PETUCTPUPYIOTCS B KOPE
TOJIOBHOT'O MO3Ta, CTpUaTyMe, TajJlaMyce, MOJIEKYsp-
HOM CJIOE MO3K€UKa U BEPXHEN 4acTu CTBOJIa MO3ra.

B nocnennue roapl npuHATa YHHDHUIIMpPOBAHHASL
mrargoctuka BKS. B cooTBeTcTBHE ¢ 9 TUM BEIIEIS-
IOT:

docmosepnyro BKAl — ycranaBimuBaercs ma-
TOMOP(]OIOTHIECKH;

6€pOAMKYI0 — OTHOCST CIydal TPOTPeccHpy-
FOIIEH JIEMEHIIMH, THIIMYHBI M3MeHeHus1 Ha OOl u Tak-
XKe HalTM4re 2 U3 CIEAYIONMX KIMHUYECKUX TPU3Ha-
KOB MUOKJIOHHH, 3pUTENLHBIX MM MO3KEUKOBBIX Ha-
pylIeHnH (aTakcun), TUPaMUTHBIX WU SKCTpanupa-
MUJIHBIX HAPYIICHUH, aKHHETHYECKOTO MyTH3Ma;

603MOJICHYIO — T€ )K€ KPUTEPHH, YTO H MPH Be-
POATHOMN, HO MPHU OTCYTCTBUU M3MeHeHu# Ha D01 u
MPH ATUTEIEHOCTH 3a00JIeBaHus 2 rofa.

Ot 5 1o 15% cnyuaeB BKS nocar cemetinsiii xa-
paxmep. VIX BOSHUKHOBCHUE CBS3BIBAIOT C MYTAIIHsI-
MH TeHa B KofoHe 1178, oTBeHaroIiero 3a CHHTE3 HOP-
MajbHOH KJIETOYHOM H30(OpPMBI MPHOHOBOIO OeKa
(rern PRNP) (3amena acrapTatoBoi KHUCIOTHI Ha ac-
naparut B 178 —it mo3uruu Mmonekynsl PrP). 3abome-
BaHHE HACIEIyeTcsl M0 ayTOCOMHO-IOMHHAHTHOMY
TUTY U AedroTupyeT Ha 5 — 10 Jer paHblile, 4eM MpH
Kjlaccudeckoit opme, TeueHue 3a00JicBaHUS TaKoe
xe. CyIIecTBYIOT H30JIUPOBaHHBIC ITHUYECKUE TPYII-
b1, rae 3abonesaemocth BKS B 30 — 100 pas3 Bbiiie,
4eM IS HACEIICHHS B IIEJIOM, YTO OOYCIIOBJIEHO OCO-
OCHHOCTSIMH TEHOTHUTIA U CTICIU(PUIHOCTHIO My TaIIHH.
Oto — nuBuiickue eBpen (Cpenuuit Boctok n Cpenu-
3EMHOMOPBE), CIIOBAIIKKE U YMINHCKIE OOLIHHBI, B KO-
TOPBIX PacIpPOCTPaHEHbl BHYTPUCEMEHHBIE OpaKH.

EnvHCTBEHHBIN JHOKa3aHHBIA CIIOCOO Tepenayu
BKS — ampoecennvlii, ipu TpaHCIIAHTAIIUA JOHOPC-
KO 3apaKeHHOM POTOBHUIIBI M TBEPAO MO3TOBOH 060-
JIOYKH, TIPH JICUCHUH MpernapaTaMy 4elI0BeYecKOro
TOPMOHA POCTa M TOHAJOTPOIMHOB, TIPY UCIIONb30Ba-
HUY UHQHUIIUPOBAHHBIX HHCTPYMEHTOB M BHYTPHMO3-
TOBBIX 3JICKTPOIOB IIPH HEHPOXUPYPTrUIECKHX Olepa-
nusix. Onucansl enuandHbIe cirydan BKS cpeqn Hefi-
POXHUPYPTOB, MATOJIIOTOAHATOMOB M BETEPHHAPHBIX pa-
OorHUKOB. [Ipy 3TOM OYEBHIEH JIpaMaTH3M B TICHXO-
JIOTHYECKOM, ITHYECKOM H MEIHKO-IOPUIMIECKOM
acriekTax. MHKyOaI[MOHHBIN nepuoy konebancs ot 4
10 30 ner (B cpennem 17 5eT), U B KIMHHUKE Mpeodia-
JIalTi MO3KCUKOBBIC CHMIITOMBI.

WnTepec k NpHOHOBEIM OO0JIE3HSIM B MUpPE 3HAUH-
TENFHO BO3POC B CBSI3U C DMHJIEMUCH TPaHCMHCCHB-
HOW crioHTH(opMHOH dHIIeaTonaTu KOpoB (Tak Ha-
3BIBAEMOE «OCIICHCTBO KOpoB») B AHIuu. Ee Bo30y-
nuTeneM okaszacs mpuoH. K uronro 1997 rona B AHr-
JIMH 3aperucTpupoBaHo 21 criopaandeckoe HaOIroIe-
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Hue HoBoro BapuaHnTta bKS, HazBanHoro «6pumarc-
Kumy. DTOT BapuaHT XapaKTepu3oBaics Ooliee paH-
HUM, 4YeM 0OBIYHO HadaoM. Bo3pact GONbHBIX Kote-
Oascs or 16 o 40 ner. Ilpyu reHETHYECKOM TECTHPO-
BaHWU He OBbLJIO BBISIBIICHO H3BECTHBIX MyTallHi, YKa-
3BIBAIOIINX Ha HACIEACTBEHHBIN XapakTep 3a0oeBa-
HUS, TaK K€ KaK He OTMEUEHO MOTeHIUAIBHBIX SITPO-
TeHHBIX (hakTOpoB. B cBs3U ¢ ATHM Bce ciydan ObUTH
OTHECEHBI K CIIOpagudecKuM. Mexay TeM cropaau-
geckast BKS odennr pemko BcTpedaercss B BO3pacTe
1o 40 mer (me game 2 — 3 % ciydaeB). Tak kak B
MPOIIECCEe MAaTOTUCTOIOT MYECKOT0 HCCIEAOBAHUS MO3-
ra yMepuimx OONbHBIX OBUTH BBISBIICHBI U3MCHEHHS,
CXOZIHBIE C TAKOBBIMU IIPU TPAHCMUCCHUBHOI! CITOHTH-
(dbopMHOI 3HIIEANONaTHH KOPOB, TO BO3HUKIIO IPEI-
MOJIOKEHNE O BOZMOKHOCTH 3apaKeHHUsI JIOIeH uepes
MIPOAYKTHI, IPOU3BOAUMBIE U3 KOPOB. [IpsMbIX moKa-
3aTeNIbCTB BO3MOKHOCTH 3apa’KeHHsI YeIOBeKa OT KO-
POB TIpH YIIOTPEOJIICHUN B TIHIILY MOJIOYHBIX HITH MsIC-
HBIX POIYKTOB HE MOyYeHO, KaK U HeT TaHHBIX, OIl-
POBeprarolmx 3To MpeanoiokeHue. Bee pemar nanb-
Helmwue uccienoBanus. Kiimandeckn B ae0r0Te OT-
MEUEHBI paHee He OMHChIBaEMble OCOOCHHOCTH: TICH-
XHMUYECKHEe HapyILIECHN B BU/IE TPEBOT'H, JICTIPECCHHU, U3-
MEHEHU! TIOBENeHMs, PeXe TU3eCTe3Hs B JIUIE U KO-
HedHoCcTAX. CIyCTs HEeZEIH U MECSIbl PUCOSANHS-
FOTCS] HEBPOJIOTUIECKHE HAPYIIIEHUS], B OCHOBHOM MO3-
*edkoBble. Ha mo3aHux sTamnax Oone3Hu pa3BHBAIOT-
Csl HapYIIEHUs TaMTH U JIeMEHIUS, MUOKIOHUH WU
xopesi, pexke — nupamuHbie cumnTombl. Ha 331 or-
cyTcTByIOT Xapakrepubie ansi bKS mamenenus. [la-
TOMOP(HOIIOTHYECKUE HCCIEMOBAHMS MO3Ta TaKUX
OOJIbHBIX TOXKE OTIIMYAIOTCs. [t OpuTaHcKoro Bapu-
anTa BKSI xapakTepHbl aMHUIOMIHBIC OIAIIKH, OKpPY-
JKEHHBIE BaKYOJISIMH, CITIOHTH(QOPMHBIMU H3MEHEHU I~
MHU, Yalle BCero B 0a3albHbIX TaHIIHIX C BBIpaXKeH-
HBIM TaJIaMUYEeCKUM acTPOLUTAPHBIM [TIHO30M; CKOTI-
JICHWEM ITPHOHOBBIX OEJIKOB, BKJIIOYasi BHYTPHUKJICTOU-
HbIE OTJIOXKEHUS B LiepeOpabHON U MOKEIKOBOM KOpe
(0COOEHHO B MOJICKYJIIPHOM CJIOE).

CHUHJAPOM I'EPCTMAHHA-

IITPEYCCJEPA-ITAWHKEPA (CTIIII)

OTHOCHTCSI K CEMEHHBIM 3a00JIeBaHUSAM C ayTo-
COMHO-JTOMMHAHTHBIM TUTIOM HacjenoBanus. OHo pe-
TUCTPUPYETCS B MOMYJSALUHU ¢ YacToToM 1 ciyuait Ha
10 miH. HaceneHnus. bone3snr HaumHaercs Ha 3-4-M
JECSITHIICTHHN JKU3HU M TPOMOIIKACTCSI B CPEIHEM S
ser. OHa JeOTHPYET MOIKEUKOBBIMU HAPYIICHHSI-
MU, HHOTTIA TTPUCOCAUHSIETCS AeMenHIms. B obmeit k-
HUYECKOU KapTHHE BBIPAXKCHBI MO3KEIKOBHIE CHMII-
TOMBI, XOTSI MOT'YT ITpeo0IaaTh SKCTPAITUPaAMUIHbIC
HapylleHus, a B IPYruX clydasx — mapajnd B3opa,
ryxora u cienora. K 0COOCHHOCTIM KIMHUYECKOH
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KapTHHBI CIIENyeT OTHECTH OTCYTCTBUE CYXOKHWIIb-
HBI'BX pepIIeKCOB Ha HOT'aX MPH HAIMYUH pa3rudaTenb-
HBIX TIATOMIOTMYECKUX 3HAKOB, MHOKIIOHUH PEITKO.

HMeeTcst HECKONBKO ceHemuueckux noomunog
3TOTO 3a00JICBaHHUS.

Bonbmmucrso redernyeckux noarunos CILIIIT
XapaKTepU3yIOTCs 3aMEHOW MpoauHa Ha JeuyuH @
kodone 102 PrP-cena. KnuHMYeCKH 3TO MPOSBISAET-
Cs MO3KEUKOBOW arakcuel, MMpaMUAHbIMU Tape3a-
MH, aMHOTpOdUsIMH, PACTTUKYIISIIUSIMUI, MUOKJIOHUSIMH,
agasueii, arpadueii, arHo3uel, JEMEHIIHMS pa3BUBACT-
cs mo3HO. B TkaHAX Mo3ra oOHapyKEHbI aMHUIIOU]I-
HbIE OJIAIKY, HETPYOble CIOHTH(OPMHBIC H3MEHEHUS,
arpoust MPOBOTHUKOBBIX CUCTEM CIIMHHOTO MO3Ta U
MO3TOBOT'O CTBOJIA, & TAK)KE MOJAKOPKOBBIX SIEP.

Bo3moxna mymayus 6 kooone 105 (3amena
npoauna Ha aeiyur). B KIMHUYECKOH KapTHHE MPH
3TOM ONPENENIOTCS CIIACTHYECKUH Tapamnapes, YMo-
[IMOHABbHAS HEYCTOHYNBOCTh; MOP(HOJIOTUIESCKH BbI-
SIBIISIFOTCSI aMIJIOMTHBIE OJISIIIKA B KOpPE MO3KEUKa,
pexe B MO3KEUKE 1 IMOJJKOPKOBBIX SIIPax, TPyObIit TIn-
03.

3amena ananuna Ha 8anun Npu Mymayuu 8
KoOowne 117 XapakTepu3yercss HapacTaHHEM C KaX-
JIBIM TIOKOJICHHEM BBIPAKEHHOCTH TICHXHMIECKUX Hapy-
HICHUH, MUPaMUJIHON HEIOCTATOYHOCTH; MOP(OJIOTH-
YEeCKHU ONPEEISIFOTCS aMHIIOUIHBIE OJISIIKY, HEHpO-
HaJbHAas JIETeHepalysi 1 yMEpEHHBIE CIIOHT(pOpMHEIE
W3MCHCHHS.

Mymayus 6 xooone 198 (3amena ¢penunana-
HUHA HA cepuM) KIMHUYECKH XapaKTepusyercs Jie-
MEHIIMEN, aTaKCHel, MapKUHCOHU3MOM. MapajuyoM
B30pa Ha paHHel ctaauu 00JIe3HN; MOP(OIIOTHUECKH
OIMCaHbI AMUJIOUTHBIE OJISIIKY, HEHPOPUOPHILISIPHBIC
CILICTEHHS, JISTKHE CTIOHTU()OPMHBIC U3MEHCHHS.

Mymayus @ xodone 217 (3amena eniomamu-
Ha HA apeuHuH) KIMHUYECKU TMPOSBIIETCS JCMEH-
ILIMCH, 3aTeM aTakCcueH, qucdaruei, CiryTaHHOCThEO CO-
3HaHMS; MOP(OIOTHYECKH OTMEUEHBI HeHpOohuOpuII-
JSIpHBIE CIJICTCHUSI B HEOKOPTEKCE, aMHJIOUTHBIE
OJISIIIKK B KOPE MO3Ta M MO3KEUKE.

®ATAJIBHASI CEMEVMHASI HHCOMHUS
OTHOCHTCS K ayTOCOMHO-IOMHHAHTHOMY 3a00I1e-
BaHMIO (MyTanus B komone 178). Xapakrepuzyercs
nporpeccupytomieil 6eccCoHHUIEH, CUMIaTHIeCKON
TUIEPaKTUBHOCTHIO (TUNIEPTEH3UEH. TUIIepTEPMHUEH,
TUIEPTUAPO30M, TAXUKAPANEH ), TPEMOPOM, aTaKCHEH,
runeppedIieKCchei, MUOKJIOHUSIMHU, HAPYIIICHUSIMA BHH-
MaHUs, TaMsITH, Te30pUEHTAIINEeN, TAJUTIOIIMHALAAMHU.
VY 3Tux GONBHBIX HAPYIICHBI IIUPKAHBIE PUTMBI CEK-
peuny MelaToHMHA, MPOJaKTHHA U TOPMOHA POCTa,

cekpenust AKTI cHmbkeHa, KOpTH3071a — MOBBIIICHA.
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Bone3ns yenoBeka, perucTpupyemasi B OJHOM ILIe-
menu [Tanya HoBoii 'BuHen, BO3HUKAET B pe3yJibTare
pHUTYyaIbHOTO KaHHHOATM3MA — YITOTPEOICH S B TIUIILY
MO3ra ymMmepuux COIINIEMCHHHKOB. Knuunueckn JJIsA
HCro XapaKTCpPHBI aTakKCusd, TPEMOpP, ACMCHIUA.
CMepTh HacTyIaeT MPHUMEPHO depe3 Toxa. 3aboiepa-
HHUE yTPaTUIO aKTyaJIbHOCTb, MOCKOJIbKY TPaguliU
KaHHUOATH3Ma HCUE3ITH.

JEYEHHE 1niproHOBBIX 3a00JICBaHUN YeIOBeKa
He paszpaborano. B Hacrosiee BpeMs OCYIIECTBIIS-
eTCsl Sl MEPOIIPHUSITUIT HO NPOduIaKmMuUKe TIPUOHO-
BbIX MH(eKIni. Hapsy ¢ orpaHrnueHreM HCIIONB30-
BaHUA JICKAPCTBECHHBIX IIPCIIaApaTOB, IPUTOTOBJICHHBIX
13 TKaHEeH KOpOB, MPEeKpaIleHo MPOU3BOACTBO TOPMO-
HOB I‘I/IHO(I)I/ISa JKMUBOTHOI'O ITPOUCXOXKICHHUA. B PAIC
CTpaH BBCACHBI OIrpaHUYCHUA Ha TPAaHCILUIAHTAIIUIO
TBEpIOH MO3roBoi o0onouku. [Tockonbky mnepenada
OT YeNIOBeKa K YeNTOBEKY MpeInosaraeT npsamMyro HHO-
KyJISILMEO MH(PEKIIMOHHOrO Marepuaia, Ipu padoTe ¢
OMOJIOrMYECKUMU KU IKOCTIMHU OOINBHBIX HEOOXOIUMO
HCIIOJIB30BaTh PE3UHOBBIC MEpUATKU. MTHCTPYMEHTHI
pEKOMEHyeTCsl e3MHPUIIUPOBATh ITyTEM MapoBOTO
aBTOKJIaBUpOBaHMs Tpu Temmneparype 132°C B Tede-
Huu 1 gaca, npu remnepatype 121°C B reuenuu 4 — 5
4acoB WJIN [TIOMELIEHYSI B PACTBOP T'MAPOKCHIA HATPUS
Ha | 4 Ipu HOpMaJIBHOU TEMIIepaType.

Takum 00pa3oM, H3yUeHHE MPUOHOB U CBSI3aHHBIX
C HUMH 3a00JICBaHHH SIBIISICTCS HOBOM OBICTPO pa3BH-
Barolieicst 001acThi0 OMOMEIUIIMHCKIX HCCIIeI0Ba-
HUH, pe3ylbTaThl KOTOPBIX MOTYT OBITH MCIIOIb30Ba-
HBI JJIs BBISICHEHU I IPUYUH OOJiee pacpoCTpaHeHHBIX
HelipoJiereHapaTHBHBIX 3200JIeBaHNH (TAPKUHCOHU3M,
Oone3np AublreiiMmepa, O0KoBO aMuOTpoduIecKuit
CKJIEPO3).
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