denepaibHOE TOCYIAPCTBEHHOE OIO/DKETHOE 00pa30BaTENIbHOE — yUPEKICHHUE
BbIciiero  oOpasoBanus "KpacHosipckuil rocylapCTBEHHBIH  METUIIMHCKUIN
yHHBepcUTEeT uMeHH mnpodeccopa B.D.Boiino-fcenenkoro" MuHucrepcTBa
3apaBooxpaneHus Poccuiickoit @enepannu

Kadenpa nepBHbIX Oo0Jie3HEHN € KypcoM MeAUIIMHCKOM peadunuTanuu [10

Pedepar
IIpuonHbie UHPEKIUU

BpInonHuI: KIMHUYECKUN OpIMHATOP
Kageapbl  HEpPBHBIX  Ooyie3HEH ¢
KypCOM MEIULMHCKOW peaduIuTanuu
Kogsasnes B.1.

Kpacnostpck
20109r.



OraasJjieHue

|23 2101 (35 1% (= 3
TIOHSATHISI Ml TEDMEHBL ....c.vvieiiiieeiitie sttt ssse e e e s e s e e s e e 4
CoBpeMeHHas KIIacCU(PUKAINS TPUOHHBIX OOTIEZHEH ...eevvvvevveesiieeinieesienssieeesieeenenas 5
MecTo npuoHHBIX 00JIe3HEH B UHOEKITMOHHOM MATOMOTHH «..cvvvervveeresneeenreesreeseeenes 3)
[TaTonorust eHTpaIbHON HEPBHOM CHUCTEMBI MPU MPUOHHBIX OOJEZHAX ....oevvvereee. 8
Jleuenne u MpoPUITAKTAKA MPUOHHBIX OOJIE3HEH UETOBEKA .....vvvervveerrveesrveeeeeeeenas 14
BAKITEOUCHHIEC ...vveevveesueeeanteeesteeeateeessseessseessbeeassesabe e e asseesmseesabeeaabeeanbe e e beeenbneennneennree s 15

CIHMCOK HUCIOJIb30BAHHBIX MCTOUHMKOB ...uvuvvssressssssssssssnsssssssssssssssssssssssssssssssssnssnnnns 17



BBenenue

[IpoGnema npuoHHBIX Oo0Jie3HEH poAMSIACh B paMKaxX y4Y€HUS O MEJJICHHBIX
uHpekusax, korga B 1954 1. B.Sigurdsson u3m0kWi1 pe3ylbTaTbl CBOUX
MHOTOJIETHUX MCCJIEIOBAaHUM MAacCCOBBIX 3a00JIEBAHUI Cpelld OBEll, 3aBE€3CHHBIX Ha
0. Ucnanaus u3 'epmanuu B 1933 1. 111 pa3BuTust KapakyneBojactBa. Hecmorps
Ha SIBHbIC KJIIMHUYECKHUE PA3JINYUsi U HEOJAMHAKOBYIO JIOKAIM3AIMIO TTOBPEKICHUIMI
opraHoB M TKaHel, B.Sigurdsson cymen oOHapyXWTh Cpenyd W3yYEHHBIX UM 3a-
0oJieBaHUN TPUHUUIHAIBHOE CXOJICTBO, KOTOPOE B COBPEMEHHOM BHUJE MOXKET
OBITh CYMMHUPOBAaHO B BHJI€ YETHIPEX TIJABHBIX MPU3HAKOB, OTIUYAIOIIUX
MeJIeHHbIe MH(EeKIUU:

e HEOOBIYHO MPOJOJKUTEIIBHBIN (MECSIIBI U TOJIbl) MHKYOAIMOHHBIN MTEPUO/I;
e MEJICHHO MPOTrPECCUPYIONINI XapaKTep TCUCHUS;

e HEOOBIYHOCTH MOPAKEHUSI OPTAaHOB U TKAHEH;

e HEHU30E€KHOCTb CMEPTENIBHOIO UCXO0/IA.

Tpu roma crycrts B NPOTHBOIIOJOXKHOM pernoHe — Ha o. Hosas I'Bunes —
D.C.Gajdusek u V.Zigas (1957) oOHapyXwin W onucaii HOBOE 3a00JIeBaHUE
Cpelly MaryacoB-KaHHKOAIOB, KOTOPOE U3BECTHO CErOJIHA MOJ Ha3BaHUEM “Kypy .
Bbone3ns HOCHIIa MacCOBBIM XapakTep U BCKOpe OblIa JoKazaHa €€ MH(PEKIIMOHHAs
npupoaa.

bnaronapss uccnegoanusim W.Hadlow (1959) Obuio BbIsiBIEHO O0mBINIOE
CXOACTBO MEXAY KIMHUYECKUMHU IPOSIBICHUSMH, SIUIEMUOJIOTHYECKUMU
NOKa3aTesIMU U MaTOMOP(OJIOTUYECKON KapTUHON Kypy y U€JOBEKa U CKpemnH y
OB€ll, HA OCHOBAaHUU YEro CTajo OYEBUAHBIM, YTO MEAJICHHbIE MHPEKIUU MOTYT
MOPa’kaTh HE TOJBKO KUBOTHBIX, HO U JIOJEH.

MaccoBblil XapakTep MeIJIeHHbIX WH(EKIUH, €CTECTBEHHO, CTaBUJI BOIIPOC 00
WX ATHOJIOTUHW, U HAYABIIMECA SHEPTUYHbIC MOMCKU B 3TOM HAIpPABJICHHH BCKOPE
IIPUHECIIA CBOU IIJIOJIBI.

[Togo6HOEe cBoeoOpa3zue MaTOMOPQOIOTUUECKON KAPTHHBI OMPEACTHIO |
NEepBUYHOE (M JO CHUX TNOp HCIOJIb3yEMOE) Ha3BaHUE BCEW TIPyNIbl 3THUX
HEOOBIYHBIX OOJIE3HEH — ‘“‘TpaHCMUCCHUBHBIE TYOKOOOpasHble SHIledanonaTun’
(TTD). HmeHHO TpaHCMUCCUBHOCTh TI'yOKOOOpa3HbIX HW3MEHEHHI TOJBKO B
LHEHTPAJIbHON HEPBHOU CHCTEME U SBJISIETCS] MX MATOTHOMOHUYHBIM MTPU3HAKOM.
Ha 1npoTskeHMH HECKOJIbKHUX —JIECSATHIETUH BCE TOMBITKM  OOHApYKUTh
Bo3OyauTenedr TI'D 3akaHYMBaIMCh HEyAadew, XOTs MHPEKIIMOHHAS MPUPOJA HX
ObUla TOYHO JOKa3aHa MHOTOYHMCIEHHBIMHU OINbITAMH Iepefayu 3aboseBaHUi
Pa3JIMYHBIM )KUBOTHBIM U HE BbI3bIBAJIa COMHEHHUIA.



PesynbpraTel McCieqOBaHUN IOCIEIHUX 15 JeT MOTHOCTBIO NOATBEPINIIN
NPUOHHYIO TIpupoAy Bo3oyauteneit TI'D, u Ha 3TOM OCHOBaHHMM ATH 3a00JIeBaHUSA
0003HAYAIOT TENEPh KakK “TIPUOHHBIC OOIE3HHU.

IToHsiTHS ¥ TEPMUHBI

[Toctenennoe HakoruieHne (HakToB, Bce Ooyiee MOJTHO XapaKTEPU3YIOIIMX
O0COOEHHOCTH IIPUOHHBIX 0OJIE3HEW M UX BO30YyIUTENEH, €CTECTBEHHO, MOPOKIAIH
MOSIBJICHUE HOBBIX TEPMUHOB U TMOHATHI, KOTOpbIE, KOHEYHO K€, OymyT
WCIIOJB30BaHbl TPU JajdbHEUIIEM H3JI0)KEHUW MaTepuajoB B OSTOM KHUTE U
MO3TOMY HYXKIAIOTCS B CIICIIHAIIBHOM OOBSICHCHHH.

Ilpuon — wmanass OenkoBasi WH(MEKIIMOHHAS YacTUIA, YCTOWYMBasg K
WHAKTUBUPYIOIIUM BO3JCHCTBUSIM, KOTOpble MOAUGUIUPYIOT HYKJICHHOBBIC
KUCIIOTHL. [IproHbBI 110 OOJBINIEH YaCTH WM UCKIIOYUTEIBHO COCTOSIT M3 MOJICKYJ
MHOEKIIMOHHOTO MPUOHHOTO Oelka U BbI3bIBAIOT TI'D y uenoBeka v >KUBOTHBIX.
PrP — npruonHsIii Oenok.

PrP%®  uH}peKIMOHHBIM IPHOHHBIN OEIOK, KOTOPHIN BHI3BIBAET CKPEMH (Scrapie) y
OBEIl U KO3 W JpYyrue MPUOHHBIE OOJIE3HW KXUBOTHBIX U yejoBeka. OpHako,
VUUTBIBAs, YTO CKpENu SBIAETCS Hauboyiee paclpoOCTPaHEHHOW B MPHUPOJE
MPUOHHOM O00JIe3HBI0, I 0003HAaueHUsT WHGEKIIMOHHOCTH MPUOHHOTO Oeika
HCIIOJIb30BaHbI MEpBbIe OYKBBI HA3BaHU 3a00JIeBaHus — “Sc” (scrapie).

PrP€ — HeuH(EKUMOHHBIA NPHOHHEIA OEJIOK, KOTOPBIM HOCUT HAMMEHOBAHHE
“kJIeTOYHBIM” U B 3TOM ciy4ae “C” — HavyanbHas OykBa aHrymickoro ciosa cell
(xnetka). HemndexkunoHHbIl (KJIETOUYHBINA) MPUOHHBIN OEIOK SIBJISIETCS )KU3HEHHO
HEOOXOIMMbIM O€JIKOM, OOHapy>KMBAaeMbIM B OPraHU3ME€ BCEX MJICKOMUTAIOIIUX,
BKJIIOYasg M yesjoBeka. OQHON M3 OTIMYMTENBHBIX YE€PT KJIECTOUHOrO MPUOHHOTO
Oenka SIBJISIETCS €r0 BBICOKAsl UyBCTBUTEILHOCTh K MEPEBAPUBAIOIIEMY JICHCTBUIO
npoteassl K, mox nelicreuem kotopoit PrP¢ nonrocTeIO paspymaercs.

PrP 27-30 — uH(peKIMOHHBII TPUOHHBINA OEJOK, COXpaHSIOMUNCS B pe3yibTaTe
nepeBapuBarolIero Bo3AecTBusl mporea3bl K Ha uCXOAHBIM MHMEKIIMOHHBIN
npuoHHeli  G6enok  PrP%.  Ero MosjekymspHas Macca B pe3ylbTare
TUAPOJTUTHYECKOTO BO3IEUCTBUA MpoTeasbl K cCHUKaeTcs Nulbh HE3HAYUTEIIHHO U
coxpansiercst Ha ypoBHe 27-30 k/la.

PRNP-ren, KOIMpyIOIIMii CHHTE3 KJIETOYHOro IpuoHHoro Oenka (PrPCB
OpraHu3Me YeJIOBEKa, TOKAJIM30BaHHbBINA Ha xpoMocome 20.

IIpuoHHbIe MAJOYKHU — OCIKOBBIC CTPYKTYPHI, BBISBISIEMBbIE B MO3TOBOM
TKaHW 3apaKCHHBIX KUBOTHBIX WJIU YEJIOBEKA U MPEACTABIISIIONTNE COOOM TJIaBHBIM
o0pa3oM WM UCKIIOYUTEIBLHO arperupoBaHHbIC MOJIEKYJbl WH(EKIIMOHHOTO
npuonHoro Oenka (PrP 27-30), chopmupoBaHHble B pe3yibTaTe 3KCTPaKUUU



JeTepreHTaMd M OTPaHUYEHHOTO IPOTEOJHM3a HCXOAHOTO HH(EKIHOHHOTO
npuonHoro Oenka (PrP*¢). Mop@onoruaecku ¥ THCTOXHMUYECKHM IPHOHHBIE
NAJOYKH HEOTIIMYUMBI OT MHOTHX aMHJIOUIHBIX CTPYKTYDP.

CoBpemeHnHasi Kiaccupukanus NPUOHHBIX 00J1e3Hel

Kak u mobast apyras, knaccupuKaius MPUOHHBIX O0Je3HEH MpeacTaBIseT
cOo0O TMOMBITKY MCKYCCTBEHHOTO TPYNIHUPOBAHUA OOBEKTOB C IIEJIBIO CHUC-
TeMaTU3aluu (PaKTUYECKOro Marepuajia /s TPOCTOTHI €ro BOCHPHSITHS,
o0ocHOBaHHOCTH 00001eHNH 1 3(H(DEKTUBHOCTH JATBHEUIIINX UCCIEAOBAHUMN XOTS
Obl B Omwkaimieid nepcrnekTuBe. OTCIOa TOHSATHO, YTO OOJIBIIME YCIEXH,
JNOCTUTHYThle 3a mociennue 10 — 15 ner B obmacth u3ydeHHs] NPUOHOB U
BBI3bIBAEMbIX HMMHU 3a00JIeBaHUM, OOOCHOBAJIM E€CTECTBEHHYIO MOTPEOHOCTh B
CUCTEMATU3ALMH HAKOIUICHHBIX JaHHBIX.

Crnucox  mNpUOHHBIX  Ooye3Hel  YenoBeKa  BO3IJaBisieT  OOJIE3Hb
Kpeiitudenpara—Adkoba, koTopas XpOHOJOTMYECKH XOTS W Oblia BKIIIOYEHA B
yucino uHpeKuuoHHblx TI'D mo3mHee Kypy, TEM HE MeEHee SBISETCS KakK Obl
OCHOBHBIM 3a00JIEBaHHEM, B TO BpeMs KaK Kypy M CHHApPOM ['epcTMaHHa—
[lItpeyccnepa—llleitHkepa paccMaTpuBaroTCs Kak ocoObie ee (hOpPMBI.

Cpenu npuOHHBIX 0O0JIE3HEN KUBOTHBIX OCHOBHBIM 3a00JIEBAHUEM SIBIISICTCS
CKpENH B CBSA3U C TE€M, YTO UMEHHO 3Ta 00JIE€3Hb pacCMaTpPUBACTCS KaK MPOTOTHUIT
BCEX NPUOHHBIX OOJIe3HEHM ueroBeKa M >KMBOTHBIX. YKa3aHHOE BBIIIE yIBOCHUE
Yyyciaa NPUOHHBIX OOJIE3HEH >KMBOTHBIX CBSI3aHO C paspasuBiieiics ¢ 1986 r. B
BenukoOputanuu 3nu300THEd TryOKOOOpa3HOW  3HIeanonaTuu  KpPyHHOTO
poraroro ckota (I 9KPC).

JleTanbHble HCCIENOBaHUS YCIOBHM TNiepelayd MPUOHHBIX OOJie3HEH Yy
JIOJEH TO3BOJMIM B CAMOE€ MOCIEAHEE BpeMs MNPEIJIOKUTH €Ile OJUH BAPUAHT
KJaccu(uKanmy HMMEHHO JTOM HEMHOTOYHMCJICHHOW TpyMNibl 3a00JeBaHUMH,
OCHOBaHHBI Ha XapaKTepe U OCOOEHHOCTAX WX BO3HUKHOBEHHS. Y CTaHOBJEHO,
YTO B OTJIMYKME OT BCEX H3BECTHBIX MH(EKIMOHHBIX 3a00JIEBAHUI MPUOHHBIE
00JIe3HU YeJIOBEeKa MOTYT BO3HUKATh KaK:

1) undexunoHHsbIe,
2) ciopaauueckue,
3) HacIeCTBEHHBIE.

MecTo nprOHHBIX 00J1e3Hel B MH(EKIUOHHOM MATOJOTHH

Mecto mpHOHHBIX OOJie3HEe B MH(EKIMOHHOW NATOJOTHU YeJOoBEKa U
YKUBOTHBIX OMPEIEISAETCS OCOOEHHOCTSIMU, MPUCYIIIMMH 3TUM 3a00JIEBAHUSIM.



IlepBas u3 HUX CBs3aHa ¢ HEOOBIYHOCTBIO BO30YIUTEINEH, CBOMCTBA KOTOPBIX
pPE3KO OTIMYAIOT MX OT BCEX M3BECTHBIX MH(EKIMOHHBIX areHToB. MIMeHHO 3TO
OOCTOATENTBCTBO BBIACTSAET MPUOHHBIE OOJIE3HH B OCOOYIO KaTeropuio OoJie3HEeH,
abCOMIOTHO “Oe3pa3MuHbIX” K CPEACTBAM KaK JIEKapCTBEHHOM Tepanuu, Tak U K
pa3HOOOpa3HBIM CpENCTBAM M METOJaM HMMMYHOTEpanuu. OTH OCOOEHHOCTH
3aCTaBJISIOT IEPEHOCUTh OCHOBHOE BHUMAaHHUE B OOphOE ¢ MPUOHHBIMU 0OJIE3HAMHU
Ha MEpbl NpeAylpeanTelbHbIe, HEKEIN JieueOHble. XOTs CIPaBEVIMBOCTH Pau
3aMETUM, YTO Jaxke aOCOJIIOTHAs (paTaJlbHOCTh IMPUOHHBIX OOJE3HEH HE MOXKET U
HE JIOJDKHA CIY)KUTh OCHOBAaHHEM JJIsi MPEKpaIIeHHs] MOUCKOB 3(PPEKTUBHBIX
JIEKapCTBEHHBIX CPEICTB.

Yro e KacaeTcsi CpeAcTB HMMMYHOTEpalud U, €CTECTBEHHO, UM-
MYHONPO(MUIAKTUKH, TO 3/4€Ch IOKAa HE CYIIECTBYET pEaJbHbIX OCHOBAHHM,
KOTOpBIE€ MO3BOJISIIM Obl pacCUMUTHIBATh Ha yCIIeX MO KpaiiHeil Mepe B 0003puMoM
Oyaymem, B CBA3M C TeM 4YTO UHQEKUUOHHBIH TNPUOHHBIA  OEJIOoK
PrPS¢ MMMYHOJIOTMYECKH HE OTIIMYUM OT HOPMAJIBLHOTO IIPUOHHOTO Genka PrPC,
Btopas o0coOeHHOCTh NPHOHHBIX O0Jie3HEM OOyClIOBI€HA TEM, UYTO OHHU
MPEACTABIAIOT COOOW HEOTHhEMJIEMYIO YaCTh TENEPh YK€ JAOCTATOYHO OOIIMPHOMN
(okono 40 Hozonormueckux (HopMm) rpynnbl MEAJEHHBIX MH(PEKUUA 4YeToBEKa W
KUBOTHbIX. Kak H3BeCTHO, MOJaBisIONIEe OOJNBIIMHCTBO ATHX 3a00JIeBaHU
BBI3bIBAIOT BUPYCHI, U3BECTHBIE KaK BO30YIUTENIN OCTPBIX MHPEKIUN. DTO IUIIHUN
pa3 TMOAUYEPKUBAET CIPABEAJIUBOCTb YTBEPXKIECHUS O TOM, 4YTO OOJBIIMHCTBO
BHUPYCOB B 3aBUCUMOCTHU OT YCJIOBHH 3apaykeHus (WM MpeObIBaHUsI) CIOCOOCTBYET
Pa3BUTHIO B OpraHU3ME pa3InYHbIX (hOpM MH(PEKIIMOHHOTO Mpoliecca.

B cBs3u ¢ 3TUM NIpUOHHBIE 00JIE3HU 3aHUMAIOT 0CO00€ TOJI0KEHHUE, TaK KaK
UX BO30OYyAMTENIN HE CIOCOOHBI K CTOJIb BBIPAXKEHHOW YHHUBEPCAIBHOCTH, KAK Y
BHMPYCOB, M OHH (MH(EKIMOHHBIE IPUOHHBIE Oenku — PrPS%) ne GpopMupyioT u He
NOJICPKUBAIOT B OpPraHW3ME HMHBIE MPOLECCHl, KPOME MEJICHHOTO U (Kak 3TO
ObUIO YCTAHOBJIEHO YK€ JIaBHO U BIIOCJIECTBUH HEOJHOKPATHO MOATBEPKAAIOCH
HKCIIEPUMEHTAILHO) 0€CCUMITTOMHOTO.

CTpyKTypa NPHOHHBIX 0€JIKOB

YcraHoBieHHbIe HEOObIUHbIE cBOWcTBa Bo3OyauTtened TI'D mocmyxunu
OCHOBAHMEM [IJIsl BBIIBMXKEHHSI OOJIBILIOTO KOJIMYECTBA PA3HOOOpA3HBIX TEOPHid,
NBITAIONINXCS OOBSICHUTH CTPYKTYPY M XHMHYECKYI0 NPHUPOAY OSTHUX AareHToB,
MHOTHE U3 KOTOPBIX TEIEPh UMEIOT JIMIIb UCTOPUUYECKOE 3HaUeHue. Pe3kuii ckauok
BIIEpel B MOHMMAaHUU NpUpoAbl Bo3Oyautenet TI'D Obul cnenan B pe3yibTaTe
pa3paboTok A(PEKTHUBHBIX METOJOB OYHCTKH W KOHIICHTPAIIMH arcHTa CKpPEIu.
CymiecTBeHHBIM BKIaa B pa3pabOTKy TakMX METOJOB BHecha rpynna CreHiu
[Ipy3unepa u3 Kamudopuuiickoro ynusepcutera (CHIA). Pa3paGortanHas um
MHOTOCTyN€HYaTass CHUCTeMa OYHUCTKA [03BOJMJIA MOJY4YUTh Ipenaparsl,



ountieHuble B 100 — 1000 pa3. Ha ocHOBaHWM M3Y4Y€HMS BBICOKOOYMILIEHHBIX
MpenapaToB aBTOPHI NPUIILIA K BEIBOAY O TOM, YTO BO3OYUTENb CKPEIHU SIBIISICTCS
0enkoM. DTOT BBIBOJ OBLI CHI€JIaH B PE3YyJIbTAaTe aHAIU3a MHAKTUBAIIMYU areHTa Mpu
ero  oOpaGotke  mporeazoit K, wMomudukammm  npu  BO3ACHCTBHUH
JTUATHIIMHPOKAPOOHATOM, JOJEHMICYIh(ATOM HATpHs, TYaHUJUHTHOLIMAHATOM,
(dbeHoIOM U MOYEBUHOM. ATE€HT OCTaBajCsl YCTOMYMBBIM K 00paboOTKe psiioM pea-
IF€HTOB, WHAKTUBHUPYIOIIMX HYKJICMHOBBIE KHCIOTBI, 4YTO YKa3bIBAJI0 Ha UX
OTCYTCTBHE B €ro cocTtaBe. V3ydeHue OUMILEHHOTO Mpernapara BO30YIUTEINs
CKpEIH MOoKa3ayo, 4TO OH 00J1alaeT MOJIEKYJIIPHOW Maccoil OKOJI0 Wi MeHblie 50
000 Ha.

Crnenyer OTMETHTb, YTO MPEACTABICHUE O IPUOHHOW NPHUPOIE BO3OYAUTENS
ckpernu, BeIBUHYTOE C.IIpy3uHEpoMm, OKa3aloch OYEHb IUIOJOTBOPHBIM U
MOCIYKWJIO OCHOBaHHUEM Ui 0OoJiee JIEeTalbHOTO pAaclO3HABaHUS MPUPOJIBI
Bo3Oyauteneit TI'D. B pesynbraTe nanpbHEHIel OUUCTKU MPUOHA OBLIO MTOKa3aHo,
YTO €ro OCHOBHBIM KOMIIOHEHTOM SIBJISIETCSI MaXOPHBIM O€JIOK C MOJIEKYJISIPHOU
Maccor 27000 — 30000 /Ia, obo3nagaemsiit kak PrP 27-30. DtoT Oelok sABaseTCS
COCTAaBHOM YacCThIO CKpENMHU-aCCOLUMUPOBAHHBIX (UOPHILI, MPUYEM MOJIYYECHBI
CTPYKTYpHbIE U OMOXMMHUYECKHE CBUJIETEIHCTBA TOTO, YTO COOpPKA 3TUX (PUOPUILI
MPOUCXOJUT 1IN VIVO, U H3Y4YEHbl HEKOTOpBhIE MOJICKYJISIPHbIE MEXaHU3MBI HX
oOpazoBanus. [1o cBoeil Ppusnuko-xuMuyeckoi xapakrepuctuke PrP npencrasnser
cO0Ol  CHAJIOTJIUKONIPOTEMH W  SIBISETCS TIEPBBIM  UIACHTU(DUIIUPOBAHHBIM
CTPYKTYPHBIM KOMIIOHEHTOM TIipuoHa ckpenu. [losiBnenue PrP 27-30 na stame
pa3BUTHS UHQPEKIMU A0 Pa3BUTUS TMCTOIMATOJIOTUUYECKUX M3MEHEHUHN YKa3bIBajo
Ha TO, YTO 3TOT OEJOK HE SBISETCS BTOPUYHBIM MPOJYKTOM MaTOJIOTHYECKON
peakuuu. beut cnenan BeIBOA O TOM, yTo PrP 27-30 urpaer neHTpanapHyro poJib B
NATOTE€HE3€ CKPEMH.

[Ipy nanpHeilieM W3YyYEHUH NPUOHOB, BBIAEIEHHBIX U3 TOJOBHOTO MO3Ta
3apa)KEHHBIX CKPENU KUBOTHBIX, ObUIO BhIsiBIeHO Hanmuuue B [{HC wacTur B Bume
crepxkHedt nuamerpoM 10 — 20 uM u gmuHoM 100 — 200 HM. YIbTpacTpyKTypHO
OHM HAIOMHUHAJIM aMUJIOU] U, MMO-BUAMUMOMY, MPEACTABISIN COO0OM MOJIMMEPHYIO
dbopMy TpUOHA CKpEMH; KakAbl CTepkKeHb coaepxkail okojio 1000 mMomekyn
npuoHa. bpul npoaHanM3UPOBAH AMUHOKMCIOTHBIM coctaB PrP 27-30 wu
ONpeJiesieHa MOCJeI0BAaTeIbHOCTh 15 aMHMHOKHCIOTHBIX OCTaTKOB B  €T0
MOJMUNENTUIHOM 1enn. B mocneayoomemM u3 roJoBHOTO MO3Ta 3apaKEHHBIX CKPEIn
XOMSIKOB OBLIT BBIIETICH MA)KOPHBIM OeJoK ¢ MoJekyisipHod maccoit 33-37 x/la,
o0o3nauennblii kak HaSp 33-37; ero BbelgeneHne mTPOBOAWIOCH O€3 dTama
oOpaboTtku mpoTeazamu. O6padotka HaSp 33-37 mporeazoit K mpuBoguna k
MOJIYYEHHUIO IPOJYKTa, 3NeKTpodopeTniecku HeoTinuumoro ot PrP 27-30. beuia
ompeJiesieHa MOCIe0BaTeIbHOCTh 22 aMUHOKHUCJIOTHBIX ocTtatkoB HaSp 33-37.



Aptopbl nonaranu, uro HaSp 33-37 mpexacraBnser coOoii MHTaKTHYIO Gopmy
Oenmka BO30yauTeNns CKpenu. bBpimM  M3ydeHBI TakkKe HEKOTOpbIE JIpyrHe
XapaKTepUCTUKU TPHOHOB ckpenu u Oonesnn Kpeirtudenpara—ikoda. B
YaCTHOCTH, IPHU U3YYEHUH JTUIOCOM OBLIO MOJITBEPKACHO MPEINOIOKEHUE O TOM,
yTO MH(EKIMOHHAS YacTHIA CKPEHNM COAECPKUT 2 Monekyasl PrPSCu mokazano
HaJM4Me€ BCTAaBOK B TeH TMPUOHA TPU CEMEUHBIX Cclydasx Oo0JIe3HU
Kpeitrndensara—idkoda u cunapoma I'epcrmanna—IlItpeyccnepa—Illeiinkepa.

ITaTosorus HeHTpaJILHOﬁ HepBHOﬁ CUCTEMBI IIPHU ITPHOHHBIX 00J1e3HsX

B mnacrosimee Bpemsi HW3BECTHO 4 TMPUOHHBIX 3abojeBaHus: 00JIe3Hb
Kpeiitudensara- SAxoba (BKA), kypy, cunmpom I'epcrmanna-llTpeyccnepa-
[Heitnkepa (CT'ILUIT) u datansHas cemeiinas nuacomuus (OPCH). OcHOBHYIO Maccy
NPUOHHBIX OoJie3Heit coctaBisier BKS, wame Bcero B BuEe CHOpagnyecKuX
ciaydaeB, B 10% ciyuaeB BKS Hocut cemeitnbiii xapakrtep. Habmomaercs takxe
arporenHas gopma BKS, koropas, kak u Kypy, MaHUecTUpyeT Kak MH(DEKIuUs B
pe3yabpTare ciydyalHoro 3apakeHusi npuoHHbIMU Oonesznsmu. CI'TIIT u ®CHU
SBJISIIOTCSL JIOMMHAHTHO HAcJEAyeMbIMU HPUOHHBIMU OOJIE3HSIMHU, KOTOpPHIC, Kak
OBLJIO MMOKA3aHO, BBI3BIBAIOTCS MYTALIMSIMU IPUOHHOT'O T'€HA.

B namiei ctpane omyOJWKOBaHBI JHIIb €IAHUYHBIE PAOOTHI C OMHCAHHEM
mopdomnornuecknx udmenenud [IHC npu cnopagumueckux cinydasx BKSA. Hamu
OITyOJIMKOBAHBI JAHHBIE O MPUKU3HEHHOW MOP(OJOTUYECKON NTUArHOCTHKE JIBYX
copaguueckux ciaydaeB BKSl Ha ocHOBe wuccienoBaHusi OUONTATOB KOPBI
OOJBIIOr0 MO3ra C MCHOJb30BAHUEM CBETOBOW M 3JEKTPOHHOM MUKPOCKONUH, B
KOTOPBIX IMarHo3 B JajibHeWIeM ObUI MOATBEPKIEH Ha ayTorncuu. OTCyTCTBYIOT
paboThl, TOCBAIICHHBbIE MOP(OJOTHYECKUM HM3MEHEHUSIM MO3ra TpH JPYyrux
dbopmax mpuOHHBIX 3a0o0sieBaHui. B TO ke Bpems 3a pyOeKoM B MOCIIEIHHUE TOJIbI
3HAYMTEIFHO BO3POCIO YHUCIO NyOJUKaIdid, B TOM YHCIIE M 0O0OOIIAroNIuX, B
KOTOPBIX Ha OCHOBAaHUU YK€ JIOBOJIBHO OOJIBIIIOTO YKCiia HAOMIOACHUI MOIpOOHO
onucanbl ocoOeHHocT u3MeHeHui [IHC npu Bcex Ha CErogHSIIHUN JI€HBb
M3BECTHBIX  (opMax TPUOHHBIX  3a0ojeBaHWii, BKJIOuYas Kypy, bKS
(cmopaagnyecKkyo, HacleACTBEHHYIO, SITPOreHHYI0 (hOpMbl M HOBBIA BapUaHT),
CI'til u ®CH. IToMmumo MOp(HOITOTHUECKUX HCCIACAOBAHUM C MCIOIB30BAHUEM
KJIACCUYECKUX HEUPOTHCTOJIOTUYECKUX METOJUK, 3TH PabOThI BKIIOYAIOT B ce0s U
JJAHHbIE UMMYHOIIMTOXUMHUYECKOTO HCCJIE0OBaHUs, HAMPABICHHBIEC HA BBISIBJICHUE
OTIOXCHUH  IaTOJOTMYECKOM u30(popMel  npuoHHOro Oenka (PrP%) B
THCTOJIOTUYECKUX Cpe3ax M3 paszludyHbIX objacTed Mosra. be3 mpeyBenudeHus
MOXHO CKa3aTh, YTO MMEHHO ATH METOJIbl, HAMpaBJICHHbIE Ha UIACHTU(UKAIUIO
oToxkeHuii PrP%° B Tkanu Mo3ra, “peBONIONMOHU3UPOBAIN” NPKU3HEHHYIO MU



INOCMEPTHYIO JUArHOCTHKY IPUOHHBIX 3a00JIEBaHUN, TIO3BOJISAs IOCTABUTH
YBEPEHHO JTOCTOBEPHBIN JUarHO3 B PaHHUX CTAausAX 3a00JIeBaHUA, B TOM YUCIE U
JI0 Pa3BUTHUS B MO3re XapaKTepHbIX MOP(OJIOTHUECKUX M3MEHEHUI. B nociennue
roasl mof srugoi BO3 paszpabortansl kputepuu MOp(hOIOTUYECKON AUarHOCTUKH
3TUX 3a00JieBaHUNA. YUUTBIBasg OCOOYIO SIUAEMHOJIOTMYECKYI0 3HAYUMOCTh H
CBsI3b 3a00JIEBAHUSA CO CIIOHTMO(OPMHON 3HIE(anonaTHel KpyImHOro poraTroro
CKOTa, OCHOBHOW AaKIEHT CJAEJaH Ha pa3paboTKy KpUTEpUEB MOP(OJIOTUYECKOM
JTMAarHoCTUKHU HOBOTro BapuanTta bKI.

[Ipu mopdoIOrHYecKoM HCCIEAOBAHUM MO3ra OOJIBHBIX, MOTUOMIUX OT

pa3IMYHBIX MPUOHHBIX OOJIE3HEW, BBISBICHBI YEPThl MX CXOJCTBA U Pa3IUUHS.
MakpOoCKOIIMYECKH BBISBISICTCS] CHUKEHHE 00BbeMa U MacChl TOJIOBHOTO MO3ra U
yMEHbILIEHUE TOJIMHBI (aTpo¢usi) ero kopbl. CTeneHb BBIPAKEHHOCTU 3STHUX
U3MEHEHUN TECHO CBf3aHA C MPOJODKUTEIBHOCTBIO KM3HU OOJBHBIX, OJIHAKO
MOJKET U HE BBIABJIATHCS KaKUX-THOO0 MaKpOCKOMUYECKUX U3MEHEHUI Mo3ra. XoTs
aTpo(usl KOpbl MO3ra SIBJIAETCA XapaKTEpPHON HaXOJKOH BO MHOTUX ciaydasx bKSI,
BBIPAKEHHOCTh €€ IIMPOKO BapbHPYET B Mpejesiax pa3IMYHbIX 00JacTei KOpbl, B
pa3HbIX Cly4asx. XapakTep KOPKOBOW aTpoduu MOXKeT ObITh CBA3aH C
KJIIMHAYECKUMH MPOSBICHUAMU 3a0oiieBaHus. Tak, B ciydyasX KOPKOBOM CJIENOTHI
BBISIBJISIETCSI BBIPAJKEHHAs aTpOus KOPbI 3aThIIIOYHBIX JI0JIEH MO3Ta.
Jis  npuoHHBIX OOJE3HEH  4YelloBeKa  XapaKTepHbl  ClEAyloIlue  oO0Iue
TMCTOJIOTMYECKHUE W3MEHEHHUs: CIOHTMO(OpMHas JIereHepalus Ceporo BEIIeCTBa
rOJOBHOTO MO3ra, arpodusi U rubenb HEPBHBIX KIETOK, aCTPOLMTAPHBIA TJIHO3,
aMuIIouHbIe OMsIKM, coaepxkame PrPSC. Ipu pasiauunbix GopMax IPUOHHBIX
3a00J1eBaHUM 3TU U3MEHEHHS HEMTOCTOSIHHO MPUCYTCTBYIOT BO Beex otnenax [HHC
Y IIMPOKO BApPBUPYIOT OT ciyyas K ciydaro u B mpenenax [[HC B oraenbHbIx
cnyvyasx. Tak, nmpu DbBKS ykazaHHble W3MEHEHUs PETUCTPUPYIOTCS B KOpE
00NBIIOTO MoO3ra, Oa3zalbHBIX SApax, TajlaMyce, MOJEKYJISIPHOM CJIO€ KOpPbl
MO3KE€UKa W BEpXHEHl YacTH CTBOJIA MO3ra, NPUYEM aMMJIOUJHBIE OJIALIKA B
CIIOPAJIMYECKUX ClIydasix oOHapyxkuBatotcsa B 5 — 10% ciyuaes.

boae3nb Kpeitudenasara-sAxoda. bKA SABJISICTCS
HamOoJiee pacrpoCTPaHEHHBIM HEUpOJereHepaTUBHBIM 3a00J€BaHUEM MPUOHHON
npUpoAbl, cocTaBisitomiuM 0T 88 10 90% Bcex NMpHUOHHBIX OOJE3HEW UYeToBEKa.
OcHoBHasi Macca HaOJNIOACHUN MPUXOAUTCS Ha cropagudeckue ciydau bKS, B
KOTOPBIX  OTCYTCTBYET CBSI3b C  TOpHOOpeTeHHOW  WH(peKnued  win
HacnenctBeHHocThio. Okono 10% cemeiinbix ciydaeB BKS  o0ycrnoBneHs
BpOXJIeHHbIMU MyTanusamu B reHe PRNP. Brimensercs Ttaxke uMmeromiasi CBOU
KJIIMHUKO-MOP(OJIOTHYECKHe 0COOEHHOCTH siTporeHHas ¢popma bKS, csizannas c
3apKEHUEM ITAUUEHTOB MPHU IPOBEIACHUM MM ONEPALMN C HCIOJIb30BaHUEM
WHCTPYMEHTApHs, KOTOPbI HCHOJB30BAJICA paHEEe MpU ONEpaALMSIX Yy OOJBHBIX C



HenuarnoctupoBanHoi BKS. B mocnennue roasl 3a pyoexxom (Benukobpuranus,
Opannus) uaeHtuduupoBaH HOBBIM BapuaHT BKS, sthonormuecku, xak 31O
YCTaHOBJICHO, CBSA3aHHBIM C MPUOHAMM, BBI3BIBAIOIIMMU PAa3BUTHE TYOKOOOpa3HOU
(cmonrnodopmHuoil) sHIedanronatun KpynHoro poratoro ckora (I'OKPC), u
XapaKTepU3yoIHiics NaToMophOIOrHueCKUMU U3MEHEHUSIMU MO3Ta, OTIMYHBIMU
OT Kiaccuyeckoro Bapuanta bKSL.

Hosbrii Bapuant BKS. B nociennue roasl Hapsaay ¢ KIACCUYECKUM
BapuanToM BKSl Oonee neranbHO OBUIM M3YyYEHBl MATOJOTMYECKUE H3MEHEHUS
[MHC mpu apyrux OpHOHHBIX 3a00JIEBaHUSAX. JTO KAacaeTcs B MEPBYIO OYEpEIb
HOBOro BapuaHta bKJS, BO3HMKHOBEHHME KOTOPOTO CBSI3BIBAIOT C MEpeaaydei
IPUOHOB OT OOJBHBIX KOPOB, a Takke CI'LLIIT u ®CH.

[TaTomopdosnoruueckue ocodbeHHOCTH HOBOro Bapuanta BKS oTpaxens B
pexomenaauusax BO3 1mo aMarHoCTMKE TPAHCMHUCCHUBHBIX CIOHTHMO()OPMHBIX
sHIe(amonaThii yenoBeka. B HUX moguepkuBaeTcs, 4To HOBBIM BapuaHT bKS
BKJIFOUAET B ceOsl OCHOBHBIE MATOJIOIMYECKHE MPOLECCHI, XapaKTepHbIE AJIs BCEX
TPAHCMHUCCUBHBIX CIIOHTHUO(OPMHBIX sHIE(DaTONaTHiA YEI0BEeKa:
CHOHTMO(OPMHBIE U3MEHEHUS, YTPAaTy HEHPOHOB, PEAKTUBHBIA ACTPOIIMTO3 U Ha-
KOILIeHHe B Mo3re n30(opmbl PrPSe, cesasannoli ¢ 3a60neBanneM. OHAKO TpHUpPOAA
U JIOKaJIM3alMsl O3TUX HW3MEHEHWH 0pU HOBOM BapuaHTe (B OTIMYUE OT
cnopaguieckoil bKSI) aBIsArOTCS OTHOCHTENBHO MOCTOSIHHBIMM M OTJIMYAOTCS OT
TaKOBBIX TIpPH Jpyrux Gopmax CrnoHrHoPopMHON »HHIEdATONaTHii YeIOBEKa.
OCHOBHBIE MPOSIBICHUSI MOTYT ObITh CYMMHUPOBAHBI CIEAYIOLIUM 00Pa30M.

Jnist HoBoro Bapuanta bBKS xapakTepHbl MHOMXECTBEHHbIE OJISAILIKH,
nMmeromye (GUOPHILIAPHYIO CTPYKTYpY, coepskaimue PrPS u nokamusyromuecs B
KOpe MoJymapuil OONbIIOr0 MO3ra M MO3)KEYKa, YaCTO OKPY>KEHHBIE OpPEOJIOM
COHTMO(OPMHBIX U3MEHEHUH — “nUBeTyume” Onsmku. [TogoOHbIe OMSIIIKN BCTpe-
YaloTCsl BO BCEX OTAENaX Mo3ra M MO3XKeuKa. XOTS KpyHHbIE OJISIIKU
BU3YAJIM3UPYIOTCS HAa NPENaparax, OKPAIICHHBIX T'€MATOKCWIMHOM W 303HHOM,
HEOLICHMMBIM  METOJAOM  JMATHOCTUKU  SBJSIETCA  MMMYHOLIMTOXMMHYECKOE
uccaenoBanye Ha BbisiBIeHHEe PrPSC. TompKo ¢ MOMOIIBIO 3TOTO METOAA, TIOMHMO
“nBerynux”’  OJISIICK, BBISBJISIIOTCS  MHOXKECTBEHHBIC  MEJKHE  OJISIIKH,
conepxamue PrPS, koTopele 00pa3yroT CKOILIEHUS B KOPE MOJyIIApHii GOIBIIOro
MO3ra U MO3XEYKa U HE CBSI3aHbI CO CIIOHTMO(POPMHBIMU U3MEHEHUSIMU, a TaKKe
amop(HbIe 0TIIOXKEeHHS PrPSC BOKpYyr HEHPOHOB M COCYZIOB B OTHX XK€ OOJIACTSIX
KOPBI O0JIBILIOTO MO3Ta U MO3KEUKa.

[TonupIi crieKTp MOP(HOTOTHIECKUX W3MEHEHHUH, XapaKTePHBIX JJIT HOBOTO
BapuanTa bKSl, Takxke BkitoyaeT B ce0si CHOHrMOGOPMHbBIE U3MEHEHHUSI, HauboJiee
BBEIDAKEHHBIE B 0a3albHBIX AIpPaX C MACCHBHBIM OTIOXeHHEM PrPS¢; pesko
BBIPOKEHHBIM aCTPOIJIMO3 U TUOENb HEWpPOHOB B TallaMyce, OCOOEHHO B €ro



JIOPCOMEIMATBLHOM M 3aJIHEM SIPax; MACCHBHOE Hakoruenue PrPSC, wacro B Buge
(doKaNbHBIX OTIOXKEHUH, B KOPE MO3KEUKa, BKIIOYAS €€ MOJICKYJISIPHBIM CION U
CIION KJIETOK-3epEH C pEAKUMHU OnsmkamMud B O€IOM BEIIECTBE; TOUYCUHOE
otnoxenue PrP> B spax mocra.

Arporennas BKS. B nocnegnee BpeMst poA0JDKAET YBEIMUUBATHCS YUCTIO
(akTOpOB pUCKa MEpPEeAayu MPUOHOB OT YEJOBEKA K YEJIOBEKY U BO3HUKHOBEHMSI
arporeHHod bKJl, koTopas B oTiInune OT CIIOPAINYECKHUX CIIy4acB Pa3BUBACTCS Y
0onbHBIX Oosee Monogoro Bospacta. Ciaydan nepenaun BKS mroasim cBsi3aHbl C
NepecajKOl poroBUIbl, UMIUIAHTALIMEN B MO3L 3apa)KCHHBIX AJIEKTPOJIOB M XH-
PYPrUYECKUMHU  OMNEPALMSIMH, B KOTOPBIX  HCIIOJB30BAJIUCh  3apa)KCHHBIE
uHCTpyMeHThl niu ammapatel. C 1988 1. ommcano 11 ciaywaeB BKA mocne
nepecagkd TBepAod Mo3roBoi obOosouku. Cnopaanueckas bBKS  penxo
HabOmogaeTcst y 0oabHbIX 10 40 net, mostomy pasButue bKA y 55 GonpHbIX B
Bozpacte or 10 smer ngo 41 roma, KOTOpPBIM IIPOBOJAMJIACH TOPMOHOTEpAIMs
(MHBEKLIMM YEJIOBEUECKOr0 TOPMOHA pOCTa), TAK)KE YKa3blBa€T Ha SITPOTEHHYIO
npupoay 3aboneBaHusi. Bce 3T OosibHBIE MOJydalyd TOPMOH KaxKble 2-4 NHA B
teueHue ot 4 o 12 ner. Umerorcst Takxke cooOmenus o S5 ciaydasx BKS, pasz-
BUBILIEHCS Yy )KEHIIMH, MTOJyYaBIIMX Y€JI0BEUECKUI TUNO(U3apHBIA TOHAJOTPOIUH.
B caywasx srporeHHod BKSl Moryt ObITh BBISIBIEHBI BCE ONUCAHHBIE BBIIIE
naTOMOP(OJIOrMUYEeCKHEe HW3MEHEHUS MO3ra, XapakTepHble [UIs MPUOHHBIX
3a00JIeBaHUM, XOTs JIOKAJW3allMsg W3MEHEHUH BapbUpYyeT OT cllydas K Ciydaro.
YcTaHoBiIeHa 3aBUCUMOCTh MOP(OIOrHUECKUX U3MEHEHU MO3ra U KIMHUYECKUX
NPOSIBJICHUM 3a00JIEBaHMsI OT XapakTepa 3apa3HOro Marepuaia U crnocoda ero
BBEJICHHUS. Tak, npu BHYTPUMO3TOBOM 3apaKeHUn BCIIEZICTBUE
HEHPOXUPYPIUUECKUX NPOLEAYp M ONepaluuid Mo Mnepecagke TBEPAOM MO3rOBOM
0o0OJIOYKM  pa3BUBAETCS  KJAcCMYecKas KiuHuYeckas kaptuHa bBKSA ¢
BBIPQXEHHBIMU CHOHTMO(QOPMHBIMU H3MEHEHUSIMU B KOpe OOJIBIIOr0 MO3ra.
OnHako B ciayyasiX, CBSI3aHHBIX C JICYEHHEM YEJIOBEYECKUM T'OPMOHOM TUnodusa,
BBISIBJISIETCSI OCOOEHHO TSKEJIOE MOPAKEHUE MO3KEUKA.

Yro Kacaercs CHOHTMO(GOPMHBIX H3MEHEHWH M oTnoxeHuil PrPS¢ B kope
OOJBIIOr0 MO3ra, TO B 3HAUUTENBHOM YacTu HaOmoaeHuit sitporenHodt BKS (B
OTJIMYME OT CIOPAAUYECKON (POPMBI) OHM HOCST OUYEHb OIPAHUYEHHBIN XapakTep.
KnuHuko-MopQosiornyeckie COMoCTaBiICHUSI MOKa3ajld, 4YTO Yy OOJBIIMHCTBA
OONBbHBIX, TMOJYYaBIIMX YEJOBEUECKMH TOPMOH pocTa, 3a0o0jieBaHHE TIO
KJIMHUYECKOMY TEUEHHI0 OoJbllle HAamoMHHaIo Kypy. OHO XapaKTepHu30BaloCh
JUTUTEIIbHBIM WHKYOAIlMOHHBIM TepuoaoM, Konebapmmmcs ot 4 mo 30 Jer,
MOCTENIEHHbIM ~ HApacTaHMEM MO3KE€YKOBOM CHUMNTOMATUKH. JlemeHIms y
HEKOTOPBIX OOJIbHBIX Pa3BUBAJIACH TOJIBKO B TEPMUHAIILHOM CTaiUuU 3a00JI€BaHU.



Cemeiitnass BKS. B 10% cnyuaeB BKS Hocur cemeliHbli XapakTep u
cBa3aHa ¢ mytanusaMu B rene PRNP. Emie 10 OTKpbITHS T€HETUYECKON TaTOJI0TUN
OBLJIO OYEBMJHO, YTO ceMelHble cinydau BKS umeroT KIMHHYEeCKyro KapTHHY,
HECKOJIbKO OTJIMYAIONIYIOCS OT MPOSIBICHUM KJIaccHuecKou criopaauueckon bKAL.
3aboseBaHne HaYMHAETCA OOBIYHO B 00JI€e MOJIOJIOM BO3PACTE U XapaKTEepPU3yeTCs
OonbIIel  MPOAOIKUTENBHOCThIO. [lepBble MPOSIBIECHUS YacTO CBSI3aHBI C
MO3K€YKOBBIMU CUMIITOMaMH, U TATOMOP(HOJIOTrHYECKOE UCCIIeI0BaHUE OOBIYHO
MOATBEPAKIACT TSHKEIOE NOPAKEHHE MO3keuka. [Ipu sToM mpociexuBaeTcs
OTIpe/IeTICHHBIN MapalIeIu3M MEX]y CTETICHbIO TOPAKEHHS MO3KeUKa U O0JbIIei
IPOAODKUTEILHOCTBIO TeUeHUs! 00Je3HU. BhICKa3bIBaeTCsl MPENIoNIOKEeHHEe, YTO
pactipoctpanenue uHdpeknuonHoro arenra B [H{HC B cemeiinbix cimydasx BKS
IPOUCXOAUT Oo0Jiee MEUIEHHO, YeM B CIOPAaJUYECKUX CIydasX, OJAHAKO B Ha-
CTOsILIEE BPEMs OTOT IIPOLIECC OCTAETCS HENOCTATOYHO U3YYEHHBIM.

Otnoxenus PrP, xak ¥ COHrMO(GOPMHBIE M IPYTME H3MEHEHHS MO3ra,
4acTO TONMOTpapUuecKH T0BOJILHO OIPaHUYEHBI U HOCAT JIOKAJIBHBIM XapaKkTep, 4To
OOHapyKUBAETCS TOJBKO MPHU TIIATEIBHOM MOP(}OJIOTHYECKOM HcciienoBaHuu. B
psae cemelinbix ciiydaeB BKS u3smenenus 6oiiee BoIpakeHbl B 0a3aJIbHBIX Apax U
MO3K€UKe, TJI€ BBIABISIOTCS Kypy-Omsiky, conepxamue PrPs, mpu oTcyrcTBum B
JOPYTUX OTAENIax MO3ra U3MEHEHUH, XapaKTepHBIX JJIsl IPUOHHBIX 3a00JI€BaHUM.

Kypy. OToT BapuaHT mNpUOHHBIX 3a00J€BaHUIl 4YeNOBEKa CBsI3aH C
Tpaguiie kanHuOanu3ma B ieMeHnn dope B BocrouHoMm Haropbe Ilamya HoBoid
['BuneEM. Benymum KJIIMHUYECKUM IPOSIBIICHUEM Kypy SABIIAETCS
nporpeccupytomas IUCHYHKIUS MO3KEYKa M TMOITOMY HEYJIMBHUTEIBHO, 4YTO
atpodust  MO3KEuKa, MPEUMYLIECTBEHHO 4YepBs, ObUla  €AMHCTBEHHBIM
NposiBJICHHMEM  3a00JieBaHUs, OOHAapY>KEHHbBIM NpPU  MAKPOCKOIMHUYECKOM
MCCIIENOBAHUM MO3ra B TAKUX CIIy4asx.

Muxkpockonuyecku  HauOoyiee  BBIpQKEHHbIE  M3MEHEHMsSI  TaKke
JIOKAIU3yITCd B MoO3keuke. OHU BBIPaXAOTCS B yTpaTe HEHPOHOB 3€PHHUCTOIO
CII0$1, @ TaKXKe IPYLIEBUAHBIX HEUPOHOB (KieTku [lypkuHbe), B BepeTeHO0Opa3HOM
HAa0yXaHUM MPOKCUMAJIBHBIX OTJEJIOB AKCOHOB MHOTHMX OCTAaBIIMXCS KIIETOK
[lypkunbe (“‘Toprienbl’”) W HWHTEHCMBHOM TIUIMO3€ C TMposmdepanueid TiIuu
beprmana.

Cunapom TI'epcrmanna-IlTpeyccaepa-lllennkepa (CI'LII). CI'THIIT
IpecTaBIsieT cOO0N JOMUHAHTHO HacjienayeMmyto (popMy MPUOHHOTO 3a00JIeBaHus,
KIIMHUYECKA  TPOSBILIOLIYIOCS  NPOTPECCUPYIOLIEH  CIIMHHO-MO3)KE€YKOBOU
aTakcHell ¢ JeMeHIMel, pa3BUTHE KOTOpoi o0ycioBiieHo MyTaiueil B rene PRNP.
Haunbonee xapakrtepupiM wmopdosoruueckum mpuzHakom CITHII  saBnsieTcs
OTJIO)KEHHE MYJIbTULEHTPUUYECKUX AMWJIOMIHBIX OJISIIIEK MPAaKTUYECKH BO BCEX
oTIerlax Mo3ra, HO Haubojee MHOTOYMCIEHHbl OHHM B MO3XKEUKE, TIJe



pacrnonaratoTcsi IPEUMYILIECTBEHHO B MOJIEKYJIIPHOM U 3€PHUCTOM CJIOAX KODPBI; B
MEHBIINX KOJMYECTBAX OHUM OOHAPYKUBAIOTCA B OENOM BEIIECTBE MO3KEUKA, B
KOpe Mosymapuii 00JpIIOro Mo3ra U 0Oa3albHbIX fApaxX. MyJbTULEHTPUYECKUE
ok npu CI'IHIT nmpencraBiieHbl KPyNMHBIMH LIEHTPAJIbHO PAaCHOI0KEHHBIMU
MaccaMyd aMUJIOUJIa, BOKPYT KOTOPBIX UMEIOTCSl 0ojiee MEJIKHE JOTOJHUTEIbHBIC
otnoxenus. Kypy-mogoOHbie (MOHOUEHTPUYECKUE) aMUJIOMJIHbIE — OJISIIKH,
XapakTepHbIe sl Kypy U cnopaanueckol BKS, Takke MOryT BBISBIATBHCS IMpU
CT'LLI.

Hapsiny ¢ wmHOroumcneHHbIMH amMuiougHbiMu Onsmkamu s CLTIII
XapakTEepHbl HM3MEHEHUs MO3KEUKa, UTO BBIABIKIETCA YXE€ IMpPU  €ro
MaKpOCKOIIMYECKOM  HUCCIEJOBAaHMM B BHJAE  BBIPAXEHHOH  aTrpodum.
Mukpockonuyecku OCOOEHHO XapaKTepHa JereHepauus 3yOuyaToro sjpa,
COYeTaromasics ¢ Tu0eIbl0 HEHPOHOB U PACTIPOCTPAHEHHBIM aCTPOTIUO30M.

®@artaabHas cemeiinass uHcomuusi (PCH). [Tpu ®CHU, npeacrapistoniei
co00il JTOMMHAHTHO HacieayeMmylo (opMmy NpUOHHOrO 3aboseBaHus, Hauboiee
BBIPQKEHHbIE MOP(OJOTMYECKHEe HW3MEHEHUs pPAa3BUBAIOTCA B BEHTPAJIbHOM U
JOpPCOMEINAIBHOM siipax Tajnamyca, rie mnorubaer Oonee 50% HEHpOHOB U
pa3BUBAETC PEAKTUBHBbIA  acTpouuTo3. CHOHrMOOPMHBIE U3MEHEHHS B
YKa3aHHBIX OTJI€NIaX TallaMyca TaKX€ MOTYT BBISBIISITHCSA, HO Ha TEPBBIA ILJIAH
BBICTYIIAOT JIET€HEPATHBHBIE W3MEHEHUS HEMPOHOB TajaMyca, BBIPaKCHHBIN
acTpOraMO3 B COYETAHHHM C OTIoxkeHHeM PrPS¢mpu orcyrcTsum cronruosa. B
Ipyrux OTHAeJax Tajamyca, a Takke B Kope OOJIbIIOro Mo3ra M MO3KEuKa
BBINIJICHUS] HEHPOHOB U TJIMO3 3HAYUTEIBHO MEHEE BhIpaXXeHbI. I3MeHeHus B Kope
00JBIIOr0 MO3ra MUHUMAaJbHBI. OHU BBIPAXXAIOTCS B BUJI€ HEOOJIBIION 0YaroBOM
nponudepauuy acTpoUUTapHON IHH. JIMIIb B OAHOM cily4ae ObLIM BbISBIICHbI
c1a00BBIPAKEHHBIE CIOHTHO(OPMHBIE U3MEHEHUs, TpeumyiiecTBeHHo Bo I u IV
CJIOSIX KOpHI. | B Mo3keuke oTMedaroTcs BepeTeHOOOpa3Hoe HaOyXaHWe aKCOHOB
Ha WX OTACNBHBIX y4dacTKax (“‘ropmeabl’) MHOTUX KieTok IlypkuHbe m rHOENb
HEeOOJIbIIOro uncia kieTok [lypkuHbe M KIIETOK-3epeH. AMUIOUIHBIE OJIAIIKU
OTCYTCTBYIOT. OTMEUaeTcsl yTpaTa HEHPOHOB B HUXKHEH osinBe Ooiiee yeM Ha 50%.
YcranoBneno, uyrto mnpu DOCH, HeECMOTpss Ha OTCYTCTBHE BBIPAKEHHBIX
MOPGOTOTHYECKUX W3MEHEHU B pa3IUYHBIX obJacTsx
MO3ra, HMMYHOIMTOXMMUYECKH BBISBISAECTCS PACHPOCTPAHEHHOE OTJIOKEHUE
naTonorudeckoil u3odgopmel PrP%°, ycroliumBoii k mpoTease. JTO COINIACyeTcs C
TUIIOTE30M, YTO HakomuieHue PrPS¢ mpeamiectByer pasBUTHIO MOP(OIOIHYECKUX
W3MEHEHHUI MO3Ta U SBIIACTCS MPUINHON HAPYIICHHS (PYHKITUN HEHPOHOB.



Jleyenne u mpopuIaKTHKA NPUOHHBIX 00JIe3Hel YeJl0BeKa

B Hacrosimee Bpemsi He cyuiecTByeT 3((EKTHUBHONM ASTHOJOTMYECKOW U

NAaTOr€HETUYECKON Tepanuu NMPUOHHBIX OOJIE3HEH, HECMOTpPSI Ha JOCTUTHYTHIM B
HOCJIEAHUE TOJIbl IPOIPECC B U3YUEHUU ITOM TPYIIIBI MEJJIEHHBIX MH(EKIIH.
B paHHuX cTagusax NpUMEHSETCS CUMITOMAaTHYECKas TEpaIvs, KOPPUTHPYIOLIas
NOBE/ICHYECKUE HApYILEHUs, pPaccTpoicTBa CHa W MHUOKJIOHUHU (am(eTaMHHBI,
0apOuTypaThl, aHTUACIPECCAHTHI, OCH30MA3ECNHHbI, JIPYTU€ HEHUPOIENTHKH); B
MO3JHUX — NOJJIEP>KUBAIOILAS TEPATTHSI.

BMmecte ¢ Tem Ha cOBpeMEHHOM 3Tare mnpodiema pa3padoTku 3¢ pekTHBHON
TEpanuyd MPUOHHBIX OOJE3HEH CUMTAeTCs 3ajJadyel MEepPBOCTENIEHHON Ba)XKHOCTH,
IIOCKOJIBKY MMEIOTCS IPOrHO3bI, HE MCKJIOYAOIINE BO3MOKHOCTh 3HAYUTEIBHOU
smuaeMur HoBoro BapuanTa BKS B Ommxkaiimme 10 — 15 mer. Co3ganue
aJIeKBaTHOTO  JTUOJIOTUYECKOTO M  NATOIN€HETHMYECKOTO JIeUeHUs OOJbHBIX
aKTyaJIbHO TakK€ B CBSI3M C HAJIMYMEM TIPYNI pUCKA Pa3BUTHS CEMEUHBIX H
ATPOT€HHBIX BapHaHTOB YKa3aHHBIX 3a00JIEBaHMI, KOTOpPbIE MOTYT OBITh
BBIJICJICHBI YK€ B HACTOSIEE BPEMSI.

be3yciioBHO, yclexu B CO3JaHUM 3TUX METOJIOB JIEUEHHS 3aBUCAT OT
CYIIECTBYIOIMX ~ NPEACTABIEHH O  CBOMCTBaX He  TOiNbko PrP*,  Ho
1 PrP€ koTophle Mo3BOISIOT yike Ha JAaHHOM 3Tare 00CykKIaTh HEKOTOPBIE M3 dTHX
IIOJIXOJIOB.

OgnuM u3 HauOolsiee TEPCHEKTUBHBIX MYyTEW JEUYEHHsS] NPEICTaBIIACTCS
IpEIOTBPALICHHE npeobpaszosanus PrP¢ s PrP% myrem cTabUIM3aun
CTPYKTypsl PrPC cBA3yromuM aKTUBHBIM BELIECTBOM WM H3MEHEHHEM JEHCTBHUS
npoTerHa X, KOTOPBIM MOXET (PYHKUMOHUPOBATH KaK MOJIEKYJSIPHBIM MIANEPOH.
Ocraercs omnpenenuTh, Kakod M3 mpenaparoB Oyaer Oosiee JEMCTBEHHBIM:
cBsspiBaromuid PrPunmu mmurupyrommii  crpykrypy PrP€ ¢ ocHOBHBIMU
NOJUMOP(HBIMU OCTaTKaMHU, KOTOPBIA, BO3MOXXHO, NPEJOTBpAIIAEeT CKpEnu U
bKA. Crnenyer oOTMETHTH, 4YTO CpENCTBA, NPU3BAHHBIE BOCIPENATCTBOBATH
0o0pa30BaHUIO TPHUOHOB, JOJKHBI TMPOHUKATH 4Yepe3 TIeMaTodHLEePaInIecKHit
Oapbep.

BO3MOXHBIM ~ TEpaneBTUYECKUM TMOAXOJAOM TMPH JICYEHUU TPUOHHBIX
Gose3Hel MOXKET ObITh CHHKeHHe ypoBHsS PrPCy uenoBeka Ge3 HaHeceHHWs eMy
Bpela B pe3yibTaTe yMeHblleHus cojepxkanus PrP MPHK ¢ mnomomibio
OJIUTOHYKJIEOTHIOB, UYTO MOXKET OTCPOUYUTH MOSIBJICHUE CUMITOMOB OOJIE3HHU.
PekomeHnyeTcss MpOBOAUTH T'€HETHMYECKUI aHAJIW3 NPUOHHOTO TE€Ha y JUL, B
CEMbSAX KOTOPBIX OBUIM 3aperucTpUpOBaHbl OoJibHBIE € TaTosiorueil. bonee
CIIOXHOU siBisieTcst mpoOiema npeHaTanbHol JIHK-nuarHoctuku m CBsI3aHHOE C
TUM pEIIEHUE BONpPOCa O MPEPbIBAHUM OEPEMEHHOCTH B CIydyae HaJudus Yy
OJTHOTO U3 POAUTENIECH HACIEICTBEHHOW MPUOHHON 0O0JIE3HU, MTOCKOJIbKY HEMOJIHAas



INEHETPAHTHOCTh HEKOTOPBIX M3 OTUX 3a00J€BaHUIl J€JaeT COMHUTEIbHBIM
npeacKazaHue OyayIero Al HOCUTENSI MyTaHTHOTO TeHa.

B EBpone, B Tom unciie u B Poccun, oCymecTBiasieTcst psii MEPOIPUSITUN T10

npoduIaKTUKe MPUOHHBIX MH(peKuuid. Hapsany ¢ orpaHudyeHreM HCHOJIb30BaHUs
JICKapCTBEHHBIX CPEICTB, IPHUIOTOBICHHBIX M3 TKAHEW KOpPOB, IPEKPALICHO
IPOU3BOJCTBO TOPMOHOB TUIIO(U3a KUBOTHOTO NMPOUCXOKICHUS, MPEAINOUTEHUE
OTJAeTCs T€HHO-WHKEHEPHBIM IIpernapaTtam. B psje cTpaH BBEIEHBI OrpaHUYCHHUS
Ha TPaHCIUIAHTALMIO TBEpAOW MO3roBod  00onouku. PaspabartbiBarorcs
3aIPETUTENBHBIE MOJIOKEHNS HA TPAHCIUIAHTALMIO TKAHEH, NIEPEIMBAHUE KPOBU U
Ha3HA4YEHUE IIPENapaToOB KPOBHU OT NHIUBUAYYMOB C IEMEHIUEH.
[TockonbKy mepenaya MPUOHHBIX OOJE3HEHW OT YEJIOBEKA YEIIOBEKY MpPEIoaract
OpSIMYI0 MHOKYJISILIMIO MH(EKIMOHHOTO Marepuana, npu padore ¢ OONbHBIMU B
IPOLECCE MHBA3UBHBIX MPOILEAYP, @ TAK)KE MPU KOHTAKTE C UX OUOIOTMYECKUMU
KUJKOCTAMU HEOOXOIMMO NPUJIEPKUBATHCS MPABUI, MPEIYCMOTPEHHBIX MPHU pa-
oote ¢ 6onpHbIMU co CITH oM. Ilpu BckpeiTuH yMepIINX OOJIbHBIX IPUMEHSIOT TE
K€ MIPaBUIIA.

HNHcTpyMeHTsl, ucnonb3dyembie y 00sibHbIX BKS npu Helipoxupyprudeckux

MaHMIYJSINUAX, a4 TaKke, NO-BUAUMOMY, HIPU NPOU3BOJACTBE TOH3WUUIIPHOU
OMONCUM, U BHYTPUMO3TOBBIE 3JIEKTPO/IbI JOJKHBI ObITh YHUUTOXKEHBI.
Eme onHuM mnyreM mpeaynpeXIeHHs TPUOHHBIX OoJie3HEH MOXKET OBITh
pa3BefeHre NJOMAIIHUX KMBOTHBIX, HE IIEPEAOIIMX IPUOHOB. Takue npumepsl B
IIPUPOJE CYLIECTBYIOT, B YaCTHOCTU €CTh IIOpOABI OBEll, TI'E€HETUYECKHU
PE3UCTEHTHBIE K CKpenu. B Hacrosmee BpeMs MMEKIOTCS BO3MOXKHOCTH IS
BBIBEJICHUS TEHETUYECKHU PE3UCTEHTHBIX MTOPOJ KPYITHOI'O pOraToro CKOTa.

3akJIroYeHue

N3yyenne NMpuUOHOB M BBI3BIBAEMBIX WUMHU 3a00J€BAHUN SBISIETCS HOBOM,
OBICTPO pa3BHUBAIOIICHCS 00JACThI0 OMOMEIMIIMHCKUX HccienoBanuii. [Ipobaema
ATUX OO0JIE3HEM, OCTaBasICh 0 MOCJIECIHETO BPEMEHHU AK30THUYECKOW B CBSI3U C HMX
OOJIBIIION PEIKOCTBIO B YEJIOBEYECKOU MOMYJISIIIUU, B TIOCJIEIHUE OBl TproOpena
BOXHOE HAYYHO-TIPAKTUYECKOE 3HAYCHHUE.

[IpakTHUeCKHiI MHTEpPEC CBSI3aH IPEXIAE BCEro C pa3pasyUBLICHCS DIINA300THEH
ryokooOpa3Hoii sHiuedanonatuu  KopoB B BemukoOpuTanuu, a Takke C
BBISIBICHHEM, B OCHOBHOM B BemnkoOpuTaHuu, MOJOIBIX JIOJEH C OOJIE3HBIO
Kpetitudenbara-Axoda (HoBbili BapuanT bKS) u nokazaTenbcTBOM BO3MOKHOCTH
nepeaadyn 3Toro 3a00JeBaHUs JIOASM B pe3yiabTaTe YMOTPEOJCHUS B THIILY
MSICOITPOAYKTOB, TTOTYUYEHHBIX U3 3aPa’KCHHBIX KUBOTHBIX. VI XOTS 119 HaceneHus
Poccun Her mpsimoil yrpo3sl 3apakeHusi MHPEKIIMOHHBIM MPUOHHBIM O€JIKOM, Ha



COBPEMEHHOM JTalle BaKHBIM SIBJISIETCS HaJaXMBaHHE B OOIIETrOCyaapCTBEHHOM
MaciiTade padoThl MO PErucTpalMy NPUOHHBIX OOJIE3HEHW YeloBEKa M KUBOTHBIX
Ha BCEHW TEPPUTOPUHU CTPaHBI C OOpaIeHueM 0co00T0 BHUMAHKS Ha TPYIIIBI pPUCKa
(pabOTHHKY CKOTOBOIUYECKHX U 3BepodepM, O0eH, MICOKOMOWHATOB | JIp.).
[ToCTOSIHHO YBETMYMBAOIINICS TEOPETHUECKUM HHTEpEC K MpobiieMe 00yCIIOBIICH
pe3ysbTaramu MOJICKYJISIPHO-OMOJIOTUUECKUX MCCJICIOBAHUM MIPHUOHOB,
MO3BOJIMBIIMX coOpaTh W YyXe B OOJNBIIOW Mepe CHCTEeMaTU3UPOBATh
3HAYMTENBHBIN (PaKTUUECKUN MaTepuana O CTPYKType, GYHKIIMH M HAKOIUJICHUU B
3apaKEHHOM  OpPraHU3ME OATUX HOBBIX U  HEOOBIYHBIX  BO30yauTENEH
WHDEKITMOHHBIX 3a00JICBaHUI YETIOBEKA U KUBOTHBIX.

NmeHnHo  pe3yapTaTbl  MOJIEKYJSPHO-OMOJIOTUYECKUX  UCCIEJOBAHUM
CTPYKTYpPBbI MPUOHHBIX OCJIKOB JaJIi OCHOBAaHHWE HAMETUTh HOBBIC HANPABIICHUS B
JaTbHEHIINX MOAX0/AaX K Tepanuu MPUOHHBIX 00JIe3HEH.

B 3akiroueHue ciueayer MmoauepKHYyTh, YTO BCE BO3pPACTAIOIUA MHPOBOU
WHTEpEC K MPUOHAM M MPUOHHBIM 00JIe3HSIM OOYCIIOBJIEH B MEPBYIO OYEPEb TEM,
YTO TPHUOHBI MPEJCTABIISIIOT COOON COBEPIIEHHO HOBBIM KilacC MH(EKIMOHHBIX
areHTOB, OTKPBITUE KOTOPBIX O€3 MpPEYBEIUYEHUS MOKHO CPAaBHUTH MO CBOEMY
3HQYEHHI0 C OTKpbITHEM A.JIEBEeHI'yKOM MHUpa MHUKPOOPTraHU3MOB WM C
oTkpsiTHeM JI.U.1IBaHOBCKMM LIapCTBa BUPYCOB.



Chnucok ucnoJib30BaHHBIX HCTOYHHKOB

1. 3yeB B.A., 3aBanumun U.A., Poiixens B.M. Ilpuonnsie 60je3HU YenoBeKa U

JKUBOTHBIX PykoBoICTBO T Bpaueil. — M., 2016 T.
2. Tlokposckuit B.M., Kucenes O.M. MonekynsipHble OCHOBbI MNPHOHHBIX
OoJie3Hel. // BecrtH. PAMH. -2015 T. — No 10.

3. bopucor JI.B. Meaumuuackass MUKpOOHOJIOTHS, BUPYCOJIOTHSI, UMMYHOJIOTHS. —
M., 2015 r.

4. Myroun [I'.P. Kimauueckas reHetuka. I'€HOMHMKa W NPOTEOMHKA
HacaeacTBeHHor matonoruu. M.: I'DOTAP-menua; 2015.

5. IlepecemoBa A.B., 3apamummn W.A. bonesnr Kpehitidenpara—=Akooa:
COBPEMEHHBIE aCIEeKThl MPOOIeMbl (0030p JHUTEpaTyphl). AHHAIBI KIMHUYECKON U
AKCIEPUMEHTAIILHOW HEeBpoJioruu. 2016 r.

6. Lepp MW., TlomsaxoBa T.A. bonesnp Kpeiitudenbna—S5koba: KIMHUKO-
IarHoctTuyeckue acnekTsl. KypHan HeBponornn wu ncuxuarpun um. C.C.
Kopcakosa. 2015 T.



