Kypraa TTAY 2003 Ne 1

NPAKTHKVIONIEALY BPAYY

YK 616.8:616.98-022.39

MOPA>XEHNE HEPBHOWN CHCTEMBbI

NPH

NMPUNOHOBbLIX 3ABONEBAHNAX
(0630p nunTepaTtypbl)

r. M. ABgen

FpoaHeHCKnn rocyaapcTBeHHbl MEANLUNMHCKNA YHNBEPCUTET

Aeoei I'aruna Muxaiinoena - K.Mm.H.,
accucmenm xageopuvt neeponozuu I''My,
6pau-He6PONAmMo102 Gvicuiell Kamezopuu.

Paccmompenut 4 npuonosvle 6onesnu uerosexa: 6onesnv Kpetimygenvo-
ma-Axoba, cunopom I'epcmmanna-LlImpeyccrepa-Llatinkepad, pamanvras ce-
Metinas uncomnus, Kypy. [lpedcmaegnenvl onpedenenue, smuonamozenes Jmux
MPAHCMUCCUBHBIX 2yOuamblx dnyeparonamuil. /[ano nodpobHoe onucanue
KIUHUYECKOU KAPMUHbL C AKYeHmyayuet Ha HeepOI02UtecKUe NPOsSIBIEeHIUsL KAiC-
0ot npuoroeoll bonesnu uenosexa. Ilpusedenst OuacHocmuka u npoguiax-
MUKA 5Mux 3a601e6anull.

Knrwouesnie 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 mocnennue roapl HHTEpEC K MPUOHOBBIM 3a00-
JICBAaHHUSIM B MUPE PE3KO TIOBBICHUJICS B CBSI3U C JIUJIE-
MUEH TPaHCMHCCHUBHOM CIIOHTHO(OPMHOI SHITE(haT0-
MaTHH KOPOB B AHIJIHU.

['pyriy MemieHHbIX HH(EKIHIA, BCEra CMepTeIib-
HBIX TPaHCMHCCUBHBIX T'yOK0OOpa3HbIXOHIIe]amona-
THi, B TIOCIICIHEE BpeMsl NPUHSITO 0003HAYATH MPH-
OHOBBIMHU OOJIC3HSAMU.

JTHonaTorenes

OTH TpaHCMUCCHBHBIE TyOUaThIe SHIEPATONATHH
(TT'3) BBI3BIBAIOTCS KIETOYHBIMAOCTIKOM — MTPHOHOM
PrPe (Prion Protein — cellular), nperepneBiinM mpe-
BpallleHUE B aHOMaJIbHY10:KOHhopmaluio PrPs (Prion
Protein — scarpie), KoTopasi OTIIMYAETCSI OT HOpMaJlb-
HOM BBICOKAM IIPOLIEHTOM coziep>kaHus B- ckinagya-
THIX-CTPYKTYP, OONBIION CKIIOHHOCTBIO K arperaiiy u
00pa30BaHNIOaMIJIONTHBIX OJIsiieK U (HUOPHUILT B LICH-
TpasibHON HEPBHOM CUCTeME. YHUKAJIbHON 0COOCHHO-
CTBIO TIPUOHA SIBJIAIOTCS OTCYTCTBHE B €r0 COCTaBe
HyKJIeHHOBOﬁ KHUCJIOTHI, YTO HE ITO3BOJIACT OTHECTHU €I'0
K BHpYyCaM, a TaKk)Ke COXpaHeHHe KOHTarn03HOCTH IOC-
JIE BO3ICHCTBHUS TPAUIIMOHHBIMHU JIC3UH(UITUP YIOIIH-
MU CpeICTBaMH (BBICOKasl TEMIIepaTypa, yIsTpapuo-
JIeTOBOE oOnydeHue, ¢hopmanuH u nap.). Hakomnenue
natoorudeckort popmer PrP* Bemer k MaccoBoit ru-
0e/r HepBHBIX KJIETOK M OPTaHWU3Ma B IIEJIOM.

Brinenstor 2 ocnosnuix apuanma nepexona PrPe
B PrPs:

67

1. Ilpu momaganuy B OpraHu3M 3K30reHHoro PrPs;
9K30TeHHAas MaTOJIOTHYecKasi MOJIeKyaa KaTalu3upy-
eT Tepexo]] HOPMaJIbHOW MOJIEKYJIbl B I1aTOJIOTHYEC-
KYIO.

2. Ilpwm HacnencTBeHHBIX (hopMax MPHOHOBHIX 0O-
ne3Hel HabmonaoTes MyTaun B rene PrnP, komupy-
torieM Oenok PrP. Myranthas ¢opma (PrP (PrPm)
MOXET crioHTaHHO (0e3 ydactust PrP*) mepexonuts B
MATOJIOTUYECKYI0 POpMY, HAKAILTUBATHCS U HAYUHATD
Karanusuposath nepexon PrPe B PrP*. B stom ciy-
yae JUIs Hadajga pa3BUTHs 3a00JicBaHMs HE TpeOyer-
Cs1 TOSIBJICHUS K30T¢HHOM MaTOIOrnYeCcKOr (hOPMBI.

Takum 00pazoM, MPHOH COCTOUT M3 MOJIEKY] WH-
(eKIMOHHOTO MPUOHHOTO Oenka. OcHOGHOU nymb Ne-
pedauu NHGEKINOHHOTO areHTa - alUMeHMAapHbll, y
YeJIOBeKa BO3MOXKEH AMPO2eHHbll TUIl TepefadH.
[Ipron ycToiuuB K (opManbleruay, yabTpa3ByKy,
WOHVBUPYIOIIEH paJnaliiy, YIsTpaduoieToBoMy 00Iry-
YEHUIO, HYKJI€a3aM.

Knaccudguxamnus

B nacrosiee BpeMsi U3BECTHBI OOJNE3HH KHBOT-
HBIX (CKpeIy y OBEIl M KO3, TPAHCMHCCHBHAsI dHIE(a-
JonaTHs HOPOK, XpOHHUECKast U3HYypsIomas O0Je3Hb
HaxooAIUXcCsa B HEBOJIC OJICHA U JIOCA, TPAHCMUCCHUB-
Has TyO4aTas dHIedaronaTs KOpoB («OeIeHCTBO KO-
POB») U 4 0OJIE3HU YEIOBEKA, BBI3bIBACMBIC TIPUOHA-
MH:

1. bomesns Kpeiitudenpara — Sxoda (BKA).
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2. Cunnpom I'epctmanna- lITpeyccnepa — Llaii-
Hkepa (CI'LLILL).

3. @artanpHas cemeitnas nancomuus (OCU).

4. Kypy.

BOJIE3Hb KPEUTH®EJBATA — AIKOBA

Onucana Kpeiitudensarom (1920) u SAxodom
(1921). Yacrora coctasnsger 1 ma 1000000 B roa. 90%
Bcex cimydaeB bKS mpuxomutcsa Ha xraccuueckyio
¢opmy, gaiie 0OJCIOT MYKUHHBI.

Hecmotpst Ha oOuime JaHHBIX, TIOKa HE yAaeTcs
OOBSICHUTH TIPOMCXOXKICHUE KITACCUIECKOH (DOPMBI.
Hexoropoe BpeMsi 00CyKJaI0Ch alMMEHTapHOE 3a-
paxenue. s 3a0oneBmmx Jroneil XxapakTepHbI TO-
BBIIICHHBIN TPaBMAaTHU3M U YacThle XUPYPTHUECKUE
BMeIIaTelbCTBa B aHaMHe3e. He MCKiroueHo, 4ro
MPEACTaBUTENH HEKOTOPBIX PO(ECCHii — MacTyx, dep-
MEpbI, METUKH — ITOABEPIKECHBI MOBBIIICHHOMY PHCKY
3aboneBanusi. CA4UTACTCSI, YTO MPEAPACIIONOKEHHOCTD
K criopamuyeckoii popme BKA crsazana ¢ mommmop-
¢u3mom B 129 KomoHE reHa, KOAMPYIOIIEM CHHTE3
KJIETOYHOT'O IIPUOHHOT'0 OeJIKa B OpraHu3Me.

[Iponpomanbsubie cumnTomMbl BKS HecnierubuaHb
u Habmonarores y 30 % OonbHBIX. OHM MOSIBIISIOTCS
32 HECKOJIBKO HEJEeNb U MECSIIEB 10 BOSHUKHOBEHHS
MEPBBIX MPU3HAKOB JACMEHIIMM M BKJIIOYAIOT B ceOs
ACTEHUI0, HApyIIICHNs CHA U aTllIeTUTa, CHIYKEHHE Mac=
CBI TeJIa ¥ TIOTEPIO JINOUI0, HApyIIEHHUE TAMSITH, BHH-
MaHHsI, MBIIIICHHS, U3MeHeHHe moBeeHust. [IpuaTom
B HadanbHOH cTaguu BKS Moxer B TeueHHH HEKOTO-
pOro BpeMEHH HAlOMUHATh Oone3Hb [lapkuHCOHA,
0oJie3Hb ANbLIrefiMepa, POrpecCUPYONTHH HaIbsIICP-
HBII apajInd, COCYAUCTYI0 dHIedanonaruio. OqHaKo
NanpHelee HaOMoIeHNE 32 TedeHUeM 3a00IeBaHMsI
[TO3BOJIIET MCKIIIOYUTH ATH Oone3nu. Tak, mms BKSI
XapaKkTepHBI OBICTPO POTPECCUPYIOIIAs IeMEHIIHS B
COUETaHUU C MOPKEUKOBOH arakehell, MUOKIOHHSIMHU
Y DKCTpaNUpaMHTHBIME cuMIToMamMu. CMepTh HacTy-
Maer B cpenHeM. gepe3 luron.

K nHacrosiemy Bpemenu BoiAesOT S popm BKA
B 3aBUCHUMOCTH, OT OCOOCHHOCTEH MOP(OIOruIecKo-
'O pacipeNeiieHUs U OT XapaKTepa KITMHIUYECKUX MPOo-
SIBTICHN:

mun Akoba, unu Kopmuxo-cmpuamo- cnu-
HambHasi opma, B paMKax KOTOPOH BO3MOXKHO TIO-
SIBTICHUE TIEPETHEPOrOBOM CUMIITOMATHKH, HATTOMHHA-
IOIICH CHHAPOM OOKOBOTO aMHOTPO(PHUUECKOro CKiie-
po3a;

mun Xetidenxaiina ¢ TIPEBATMPOBAHUEM OYa-
TOB B 3aTHUIOYHOW KOpE, IPU ATOM 3aboJieBaHUE Je-
OIOTHPYET CO 3pUTENBHBIX HAPYIICHUH B BUJIE arHO-
37176

ougppysnviti mun (mun [llmepna u Iapcena)
C OYaramu, CKOHIICHTPHPOBAaHHBIMH B 0a3aJIbHBIX I'aH-
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[JIMSIX U TaJIaMyce, B KITMHHYECKON KapTHHE TPH 3TOM
npeodaaeT SKCTpanupaMuIHas CUMITOMATHKA;
amaxmuyeckuti mun bpoyunenna-Onneneeti-
Mepa, TIPA KOTOPOM TPy00 IOpaskeH MOIKEUOK;
naumsHyegharuveckuli mun, Mpu KOTOPOM Ha
MIEPBBIH IJTaH BBICTYIAET TUPAMUIHBIN CHMITTOMOKOM-
TLJICKC.
Yaine HaOMOAa€TCs TOCTEIIEHHOE Pa3BUTHUE 3a00-
JICBAHMSI, PEKE — OCTPBIA MIIM OAOCTPHIN 1COOT.
[To Teuenuro BRIACIAIOT 3 (hopMbI 0OAC3HU:
MEJIJICHHOE ITPOrPECCUPOBAHNE Ha IIEPBBIX 3Ta-
nax 1 ObICTpO B (hrHAIIE;
MEePCUCTUPYIOILEE TPOIPECCUPOBAHNEC;
ObIcTpoe TeueHKe B Hadaie Oone3Hu u Oonee
MEJIJIEHHOE B aJIbHEUIIIEM.

JAuarnoctuxka

3a HCKITIoYeHnEeM OHOTICHU MO3Ta, He CyIIeCTBYET
crerupuyeckorararaoctuku bK .

U3 napaxaunuueckux memooos MccienoBaHUs
HauOOoJbIIee JMATHOCTUYCCKOE 3HaueHne umeet DOI
B HauanbHO# cTamum 00ne3Hu D3I 00bIYHO HOPMaJib-
Has. ‘B pa3BepHyTol ke cTajuy 3a00JeBaHUS BBISB-
nsiercs moBTopsitonias Tpudasnas u monudazHas ak-
TUBHOCTB OCTpOl (Qopmbl amrutynoi 1o 200 MxB,
BO3HHKKaoIIas ¢ 4acTtoToil 1,5 — 2 B cekyHIy. OTH 13-
MCHEHUS TaTorHoMoHnYHbI 17151 BKS 1 genmator npu-
JKU3HECHHBIN JMAarHO3 BEPOSTHBIM, XOTS BCTPEUAIOTCS
guis B 50 — 60 % cmyuaes. 1o mepe mporpeccupo-
BaHUsI 3a00JIeBaHUs YacTOTa KOMILJICKCOB CHHKAET-
cs1, oo por DI 3aMemsiiercs, MOTYT MOSIBJIATh-
Csl TIEPUOJIBI AJICKTPUICCKOIO MOTYAHUS.

[Mpu KT noseisiercst arpodust KOpbl NOMTYIIAPHA 1
Mo3zkeuka, mpu MPT uHoOra BRISBIAIOTCSA THUIIEPHUH-
TEHCHBHBIC CUTHAJIBI B TPOCSKIMH 0a3aJIbHBIX TaHTJIH-
€B WJIM Tajamyca.

[Tpu n03UTPOHHO-IMHUCCHOHHOM ToMorpaduu Ha-
OromaeTcs peruoHajabHOE CHIDKEHHE MeTabonu3mMa
[JIIOKO3bI, KOPPEIUPYIOIIEe C MaToMOP(OIOrnIeCKH-
MU U3MCHCHHSIMH.

XOTs pyTUHHBIN aHAJIN3 JINKBOPA HOPMAJIEH, CIle-
LUaJIbHBIC MCCACIOBAHMS JTUKBOPA MO3BOJISIOT BBIS-
BHUTb TaTorHOMOHUYHBIE 1711 BKSI n3meHenus: maro-
sorudeckue oenku —26 u 29 /1, HelipoHaIbHYIO CIie-
U(HUUESCKYIO €HOJa3y, MO3roBoi Oeiok 14 — 3 — 3,
MPH YeM IMOCIIEAHUIN SBIIICTCS MapKepOM MPHOHHBIX
3a00JIeBaHHH.

Pa3paboranbl METO/IbI BBISBICHUS AaHTHTEN K HEH-
podunamenTam.

[TATOMOP®OJIOTUYECKUN omnpenensior
YMEHBIIICHUE KOJTMYECTBA KOPTUKAIbHBIX HEHPOHOB,
BaKyoOJIM3alMI0 TKAHW MO3ra, KOoTopas IpuoOperaer
BH/JI I'YOKH; TIMAJIbHYIO, B OCHOBHOM aCTPOIUTAPHYIO
nponugepainio, aMUIOH IHbIC 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 cooTBercTBHE ¢ 9 TUM BBIIEIS-
IOT:

docmosepnyro BKAl — ycranaBimuBaercs ma-
TOMOP(]OIOTHIECKH;

6€POAMKYI0 — OTHOCST CIlydau TPOTPeccHpy-
FOIIEH JIEMEHIIMH, THITMYHBI M3MeHeHus Ha DOl u Tak-
e HalTM4re 2 U3 CIEAYIONMX KIMHUYECKUX TPU3Ha-
KOB MHUOKJIOHHH, 3pUTENLHBIX MM MO3KEUKOBBIX Ha-
pylLIeHn# (aTakcun), TUPaMUTHBIX WU SKCTpanupa-
MU/IHBIX HAPYIICHUH, aKHHETHYECKOTO MyTH3Ma;

603MOJICHYIO — T€ )K€ KPUTEPHUH, YTO H TPH Be-
POATHOMN, HO MPHU OTCYTCTBUU M3MeHeHu# Ha D01 u
MPH JTUTEILHOCTH 3a00JIeBaHus 2 roja.

Ot 5 no 15% cnyuaeB BKS nocar cemetinsiii xa-
paxmep. VIX BOSHUKHOBCHHUE CBS3BIBAIOT C MYTAIIHsI-
MH TeHa B KofoHe 1178, oTBeHaromiero 3a CHHTE3 HOP-
MajbHOH KJIETOYHOM H30(OpMBI MPHOHOBOIO OeKa
(rern PRNP) (3amena acmapTatoBoi KHUCIOTHI Ha ac-
naparud B 178 —it mo3uruu Monexynsl PrP). 3abome-
BaHHE HACIEeIyeTcs] M0 ayTOCOMHO-IOMHUHAHTHOMY
TUTY U AedroTupyeT Ha 5 — 10 Jer paHsblile, 4eM MpH
Kjlaccudeckoit opme, TeueHue 3a00JicBaHUS TaKOe
xe. CyIIecTBYIOT H30JIUPOBaHHBIC ITHUYECKUE IPYT-
b1, rae 3abonesaemocth BKS B 30 — 100 pa3 B,
4eM JUIS HACEIICHHS B LIEJIOM, YTO OOYCIIOBJIEHO OCO-
OCHHOCTSIMH TEHOTHUTIA U CTICII(PUIHOCTHIO My TaTHH.
3Jto — muBuiickue eBpen (Cpennuit Boctok u Cpenu-
3eMHOMOPBE), CIIOBAIIKKE U YMINHCKAE OOLIMHBI, B KO-
TOPBIX PAcIPOCTPaHEHbl BHYTPHUCEMEHHBIC OpaKH.

EnvaCTBEHHBIN HOKa3aHHBINM, CIIOCO0 Tepenayu
BKS — ampoecennvlii, ipu. TpaHCIUIAHTAIIMA JOHOPC-
KO 3apa)KeHHOM pOTOBUIIBI M TBEPAOI MO3TOBOM 060-
JIOYKH, TIPH JICUCHUH TperapaTaMy 4elI0BeYeCcKOro
TOPMOHA POCTaM TOHAAOTPOIMHOB, IPU UCIIONb30Ba-
HUY UHQHUIUPOBAHHBIX HHCTPYMEHTOB M BHYTPHMO3-
TOBBIX 3JIEKTPOJIOB TIPH HEHPOXUPYPTrUIECKHX Olepa-
uusax. Onucansl eauandHbIe crydan bKA cpeau neii-
POXHUPYPTOB, TATOJIOTOAHATOMOB M BETEPHHAPHBIX pa-
OoranKoB. [Ipy 3TOM O4eBHIEH ApaMaTH3M B TICHXO-
JIOTAYECKOM, dTHYECKOM H MEIHKO-IOPUIMIECKOM
acriekTax. MHKyOaIlMOHHBIN nepuoy konebancs ot 4
10 30 ner (B cpennem 17 jeT), U B KIMHUKE MTpeodia-
JIalTd MO3KCYKOBBIC CHMIITOMBI.

WuTepec k MpHOHOBEIM O0JIE3HSIM B MUpPE 3HAUH-
TENFHO BO3POC B CBSI3U C DMHJIEMUCH TPaHCMHCCHB-
HOU crioHTrn(opMHOH dHIIeaTonaTu KOpoB (Tak Ha-
3BIBAEMOE «OCIICHCTBO KOpoB») B AHInu. Ee Bo30y-
nuTeneM okasacs mpuoH. K uronro 1997 rona B AHr-
JIMH 3aperucTpupoBaHo 21 cropaandeckoe HabIroIe-
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Hue HoBoro BapuaHnTta bKS, HazBanHOTrO «Opumarc-
Kumy. DTOT BapuaHT XapaKTepu3oBajics Ooliee paH-
HUM, 4YeM OOBIYHO HadaoM. Bo3pact GONbHBIX Kote-
Oascst or 16 1o 40 ner. Ilpyu reHETHYECKOM TECTHPO-
BaHWU He OBLJIO BBISIBICHO H3BECTHBIX MyTallHi, YKa-
3BIBAIONINX Ha HACIEACTBEHHBIN XapakTep 3a0oeBa-
HUS, TaK K€ KaK He OTMEUEHO MOTeHIUAIBHBIX STPO-
TeHHBIX (hakTOpoB. B cBs3U ¢ ATHM Bce cimydan ObUTH
OTHECEHBI K CIIOpagudecKuM. Mexay TeM cropaau-
geckast BKS odennr pemnko BcTpedaercsi.B BO3pacTe
1o 40 mer (me game 2 — 3 % ciydaeB). Tak kak B
MpOIIECCEe MAaTOTUCTOIOT MYECKOTO UCCIEHOBAHMS MO3-
ra yMepuimx OONbHBIX OBUTH BBISIBICHBI H3MEHCHHS,
CXONIHBIE C TAKOBBIMU IIPU TPAHCMUCCHUBHOI! CITOHTH-
(hopmHOI 3HIIe(DaTONaTHH KOPOB, TO BO3HUKJIIO TIPE/I-
MOJIOKEHNE O BO3ZMOKHOCTH 3apakeHHsI JTO/IeH uepes
MIPOAYKTHI, IPOU3BOANMBIE. 3 KOpOB. [IpsMbIx moxa-
3aTeNIbCTB BO3MOKHOCTH 3apaKeHMsI YelIoBeKa OT KO-
POB TIpH YIIOTPEOIICHUH B, ITUIY MOJIOYHBIX HITH MsIC-
HBIX POIYKTOB HE MTOJTy4CHO, KaK U HET TaHHBIX, OIl-
pOBepraroimx 3To HpeanoiokeHue. Bee pemar nanb-
Helmme ywecnenoBanus. Kiimandeckn B ae0roTe OT-
MEUCHBI PaHee He OMHChIBaEMble OCOOCHHOCTH: TICH-
XMYECKHe HapyIlIeHNs B BU/IE TPEBOT'H, JICTIPECCHHU, U3-
MEHEHUll TTOBENEHM s, PeXe TU3ECTe3Hs B JIUIE U KO-
He4yHoCTAX. CIycTs HEeAEIH U MECSIbl PHUCOEANHS-
FOTCSI HEBPOJIOTMIECKHE HAPYIIIEHUS], B OCHOBHOM MO3-
XKedkoBble. Ha mo3aHux sTanax Oone3Hu pa3BHBAIOT-
Csl HapYIIEHUS TaMTH U JIeMEHIUS, MUOKIOHUH WU
xopesi, pexxe — nupamMuHbie cumnTombl. Ha 331 or-
cyTcTByIOT Xapakrepusie ais bKS mamenenus. [la-
TOMOP(HOIIOTHYECKIE HCCIETOBAHMS MO3Ta TaKUX
OOJIBHBIX TOXKE OTIIMYAIOTCs. [t OpuTaHCcKoro Bapu-
anTa BKSl xapakTepHbl aMHUIOMIHBIC OJIAIIKH, OKpPY-
JKEHHBIE BaKYOJISIMH, CITIOHTH()OPMHBIMU H3MEHEHU -
MHU, Yalle BCero B 0a3albHbIX TaHIIHAX C BBIpaXKeH-
HBIM TaJIaMUYEeCKUM acTPOLUTAPHBIM [TIHO30M; CKOTI-
JICHWEM ITPHOHOBBIX OEIIKOB, BKIIIOYasi BHYTPHUKJICTOU-
HbIE OTJIOXKEHUS B LiepeOpabHON 1 MOKEIKOBOM KOpe
(0COOEHHO B MOJICKYJIIPHOM CJIOE).

CHUHJAPOM I'EPCTMAHHA-

IITPEYCCJEPA-ITAWHKEPA (CTIIII)

OTHOCHTCSI K CEMEHHBIM 3a00JIeBaHUSAM C ayTo-
COMHO-TOMMHAHTHBIM TUTIOM HacjenoBanus. OHo pe-
TUCTPUPYETCS B MOMYJALMHU ¢ YacToTol 1 ciyuait Ha
10 miH. HaceneHnus. bone3snr HaumHaercs Ha 3-4-M
JECSITHIICTUHN JKU3HU M TPOMOIIKACTCSI B CPEIHEM S
jer. OHa JeOITHPYET MOIKEUKOBBIMU HAPYIICHHS-
MU, HHOTTIA TTPUCOCAUHSIETCS AeMeHIms. B obmmeit k-
HUYECKOU KapTHHE BBIPAXKCHBI MO3KEUKOBLIE CHMII-
TOMBI, XOTSI MOT'YT IIpeo0IaaTh SKCTPAITUPaAMHIHbIC
HapyllIeHus, a B IPYTUX clydasx — mapajind B3opa,
ryxora u cienora. K 0COOCHHOCTSIM KIMHUYECKOH
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KapTHHBI CIIENyeT OTHECTH OTCYTCTBUE CYXOKHWIIb-
HBI'BX pepIIeKCOB Ha HOT'aX MPH HAMYWH pa3rudaTenb-
HBIX TIATOIOTHYECKUX 3HAKOB, MHOKIIOHUH PEITKO.

HMeeTcst HECKONBKO eeHemuueckux noomunog
3TOTO 3a00JICBaHHS.

Bonbmmmucrso redernyeckux noarunos CILIIIT
XapaKTepU3YIOTCs 3aMEHOU MpoauHa HA JeuyuH @
kodone 102 PrP-zena. KnuHM4eckr 3TO MpOSBIAET-
Cs MO3KEUKOBOM arakcuen, MMpaMUAHBIMU Tape3a-
MH, aMHOTpOdUsIMH, (PACTTUKYIISAIINSAMUI, MUOKJIOHUSIMH,
agasueii, arpadueii, arHo3uei, JEMEHIIMS pa3BUBACT-
csl Mo3HO. B TkaHAX Mo3ra oOHapyKEHbI aMUIIOU]I-
HbIE OJIAIIKY, HETPYOble CIOHTH(OPMHBIC H3MEHEHUS,
arpoust MPOBOTHUKOBBIX CUCTEM CIIMHHOTO MO3Ta U
MO3TOBOT'O CTBOJIA, & TAKXKE MOAKOPKOBBIX SIEP.

Bo3moxna mymayus 6 kooone 105 (3amena
npoauna Ha aeiyur). B KIMHHYECKOH KapTHHE MPH
3TOM ONPENENIOTCS CIIACTHYECKUH Tapamnapes, YMo-
[MOHABbHAS HEYCTOHYNBOCTh; MOP(HOJIOTUIESCKH BbI-
SIBIISIIOTCSI aMIJIOUHBIE OJISIIIIKA B KOpPE MO3KEUKa,
pexe B MO3KEUKE M IMIOJIKOPKOBBIX SIIPax, TPyObIil TIIn-
03.

3amena ananuna Ha 8anuH NpU Mymayuu 8
KoOoHne 117 XapakTepu3yeTcss HapacTaHHEM C KaX-
JIBIM TIOKOJICHHEM BBIPAKEHHOCTH TICHXHMIECKUX Hapy-
HIEHUH, MUPaMUJIHON HEIOCTATOYHOCTH; MOP(OJIOTH-
YEeCKHU ONPENEISIFOTCS aMHIIOUIHBIE OJISAIIKY, HEHpO-
HaJbHAs JIETeHEepalysi 1 yMEpEHHBIE CIIOHTH(pOpMHBIE
W3MCHEHHS.

Mymayus 6 xooone 198 (3amena gpenunana-
HUHA HA cepul) KIMHUYECKH XapaKTEePU3yeTcs Jie-
MEHIIMEHN, aTaKCHel, MapKUHCOHU3MOM. ITapajiuyoM
B30pa Ha paHHEel cTaauu O0JIe3HM; MOP(OIIOTHUECKH
OI¥CaHbI AMUJIONTHBIE OJISIIKY, HSHPOPUOPHILISIpHEIC
CILICTEHHS, JISTKHE CTIOHTU()OPMHBIC U3MECHCHHS.

Mymayus 6 xodoue 217 (3amena eniomamu-
Ha HA apeuHuH) KIAHWUYECKH TMPOSBISETCS JCMEH-
LIMCH, 3aTeM aTakChel, qucdaruei, CiryTaHHOCThEO CO-
3HaHMS; MOP(OITOrMYeCKH OTMEUEHBI HeHpOohuOpuII-
JSpHBIE CILICTCHUS B HEOKOPTEKCE, aMHJIOUHBIE
OJISIIIKK B KOPE MO3Ta M MO3XKEUKE.

®ATAJTBHASI CEMEHHASI THCOMHUSA
OTHOCHTCSI K 2yTOCOMHO-IOMHHAHTHOMY 3a00I1e-
BaHHIO (MyTanusa B komoHe 178). Xapakrepuzyercs
nporpeccupyionieii 0ecCOHHUIEH, CUMIaTHIEeCKON
TUIEPaKTUBHOCTHIO (THIIEPTEH3UEH. TUIIepTEePMHUEH,
TUIEPTUAPO30M, TAXUKAPANEH ), TPEMOPOM, aTaKCHEH,
runeppedIieKcheil, MUOKJIOHUSIMHU, HAPYIIICHUSIMA BHH-
MaHus, TaMsITH, Te30pUEHTAIINEN, TAJUTIOIIMHALIAMH.
VY 3TuX OONBHBIX HAPYIICHBI IIUPKAHBIE PUTMBI CEK-
peuny MelaToHMHA, MPOJaKTHHA U TOPMOHA POCTa,

cekpenust AKTI cHmbkeHa, KOpTH3071a — MOBKIIICHA.
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Bone3ns yenoBeka, perucTpupyemasi B OJHOM ILIe-
menu [Tanya HoBoii 'BuHen, BO3HUKAET B pe3yJibTare
pHUTYyaIbHOTO KaHHHOATM3MA — YIIOTPEOIeH S B TIUIILY
MO3ra ymMmepuux COIINIEMCHHHKOB. Knuunueckn JJIs
HCro XapakKTCpHBI aTakKCusda, TPEMOpP, ACMCHIUA.
CMepTh HacCTyIaeT MPHUMEPHO depe3 Toxa. 3aboiesa-
HHUE yTPaTWIO aKTyaJlbHOCTb, MOCKOJIbKY TPagulUU
KaHHUOATH3Ma HCUE3ITH.

JEYEHHE niproHOBBIX 3a00JIcBaHUN YeIOBeKa
He paszpaborano. B Hacrosiee BpeMs OCYIIECTBIIs-
eTCsl PSA MEPOTIPUATHI 1o Hpodunakmitke TpUOHO-
BbIX MH(eKIni. Hapsy ¢ orpaHuueHrEM HCHOB30-
BaHUA JICKAPCTBECHHBIX IPCIIAPATOB, IIPUTOTOBJICHHBIX
13 TKaHEeH KOpOB, MPeKpalieHo MPOU3BOICTBO TOPMO-
HOB I‘I/IHO(i)I/I?»a JKUBOTHOTI'O TPOUCXOXKICHHUA. B PAIC
CTpaH BBCACHBI OrpaHUYCHUA Ha TPAaHCILIAHTALIUIO
TBEpIOH MO3roBoi 000m0ukd. [Tockonbky mepenada
OT YCJIOBCKA KUCIOBEKY MPEAIIOJIaract npsaimMmyro HHO-
KyJISILMEO MH(EKLMOHHOr0 Marepuaia, Ipyu padoTe ¢
OMOJIOrMYECKUMU KU IKOCTIMU OOIMBHBIX HEOOXOIUMO
WCIIOJIB30BaTh PE3UHOBBIEC MepyaTku. VHCTpyMEHTHI
PEKOMEHIYCTCs Ie3UH(PHUIIUPOBATh IIyTEM IapOBOroO
aBTOKJIABUPOBaHUA Ipu Temmeparype 132°C B Teue-
Huu | waca, npu remnepatype 121°C B reuenuu 4 — 5
JacoOB 1IN ITIOMEHICHUA B PAaCTBOP TMAPOKCHU 1A HATPUA
Ha | ¥ mpu HOpMaIBLHOU TEeMIIepaType.

Takum 00pa3oM, U3yUeHHE MPUOHOB U CBSI3aHHBIX
C HUMH 3a00JICBaHHH SIBIISICTCS HOBOU OBICTPO pa3BH-
Baromieicst 001acThi0 OHOMEIUIIMHCKIX HCCIIeIOBa-
HUH, pe3ylbTaThl KOTOPBIX MOTYT OBITH MCIIOIb30Ba-
HBI JJIs1 BBISICHEHU I IPUYUH OOJIee pacpoCTpaHeHHBIX
HelipoJiereHapaTHBHBIX 3200JIeBaHNH (TAPKUHCOHU3M,
Oone3nb AublreiiMmepa, 60KoBoi aMuoTpoduyecKknit
CKJIEPO3).
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