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Kpartkas nuadopmanus no 3a060/1eBaHUI0 WJIH COCTOSHUIO (TPYIIIbI
3a00J1eBaHUI MJIH COCTOSIHUH)

N3yuenue 3abosieBaHMil, BBHI3BIBAEMBIX INPUOHAMH, HAYAJIOCh B IEPBOM MOJOBHHE XX
Beka, korga B 1920 romy I'.Kpeiitudensar (Hans-Gerhard Creutzfeldt [1885-1964]) onucan
HEOObIYHYI0  Oone3Hb y  20-7meTHed  NeByIIKW, 3aKOHYMBINYIOCS — JeraibHO. [lpm
MOP(}OJIOrMYecKOM HCCIEIOBaHUU B KOpe OONBIIMX MOJYHIApUH TOJIOBHOTO MO3ra Obuid
oOHapykeHbI Ty0UaThie (CTOHTHO(POPMHBIE) H3MEHEeHUs (ry0daTas HIehaaonaTus).

J1o 3T0TO0, CXOHBIC MMOPAKEHUS TOJIOBHOTO MO3Ta OblTM M3BeCTHHI ¢ Havana X VIII Beka
B BenukoOpurtanuu u ['epmManuu y oBel], Ha3BaHHBIE «IlOYecyXxa OBEL» (CKpEHIH, OT aHer. —
skrapie), Tak KaK >KHBOTHBIE CTPaJaiy OT CHJIbHEWIEero 3yaa. OBILBI TaK)Ke UCIBITHIBATH 00JIb
[P JBUKEHUH U CTPaJalid OT CYJOPOKHBIX MPHUIAIKOB. JTa Oosie3Hb yxe ¢ 1755 r. Obuia Tak
LIMPOKO PacHpOCTPAHEHA, YTO CTAJIA IPEIMETOM IIETULIIMK B bpUTaHCKUI NTapiamMeHT, I0JaHHON
depmepamu-oBueBogamu rpadcrsa JIMHKOMBHIIUDP, HO TOJIRKO B 1899 T. ymaercst gokas3aTh ee
MH(MEKIMOHHYI0 NpUpoAy. 3HauuTenbHO To3xke, B 1967 r., B.Uanmnep (William F. Chandler,
poauics B 1948 r.) ycTaHOBUII, YTO CKPEHITH MOTYT OOJIETh U MBIIIH.

B 1921-1923 r. A.fIko6 (Alfons Maria Jakob [1884-1931]) omucan 5 wHaOroaeHUi
aHaJOTUYHOTO 3a0osieBaHusl y OoybHBIX B Bo3pacte 30-50 mer, a B.llmmnemeitep (Walther
Spielmeyer, 1879-1935) mpeanoxun Ha3BaTh 3To 3abosieBaHue Oose3Hpto KpelTidenpara-
SAxob6a (BKS). WHpexkunonnas mnpupona 0Oone3HU Obula Jl0Ka3aHa aMEpPUKAHCKUMHU
uccnenoparensimu  J[.[aiigymexkom (Daniel Carleton Gajdusek, 1923-2008) u C.['mbcom
(C.J.Gibbs) B 1968 1.

B 1957 r. A.T'aiinymekoM n aBcTpanuiickuM BpadoM B.3uracom (Vincent Zigas, 1920-
1983) Obwia onucana Oone3Hb Kypy, cBsi3aHHas ¢ pUTyaJbHBIM KaHHUOATU3MOM Yy >KHUTENEH
octpoBoB Oxamna u ®ope (Hosast I'Bunes). 3a otkpriTe nHpekmonHoi mpupoasl Kypy B 1976
r. J.Taiimymek Owvu1 ymocroeH HoOeneBckoit mpemun. OH cuuTan, 4To OO0JIE3HH BBI3BIBAIOT
MeJUIeHHbIe BHPYCHI. [losiBrinch paboThl mo MemieHHbIM HelpouHbekiusaMm (b.Curypacon
[B.Sigurdsson], 1954; B.A.3yeB «MenaneHHble BUPYCHbIE MH()EKIUN YEIOBEKa U >KUBOTHBIXY,
1988 u np.).

Bo30Oynurens npuoHHBIX Oone3Heil — mpuoH, Ob1 OTKpHIT B 1982 r. C. Ilpy3unepom
(Stanley Ben Prusiner, ponuncs B 1942 r.). [Ipuon — 310 nH}eKnonHas OeIKoBasi MOJIEKYJa, OT
auen. «prion: proteiny — O€IIOK U «infection» — UH(pEKUUs, TEPMHUH NpeuIokeH S.Prusiner B

1982 .
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Omnpenesienue 3a001eBaHNS WIN COCTOSIHUSA (TPYNIBI 3200/ 1€BAaHNIA HJIH

COCTOSIHMH)
[Ipuonusie 3a00eBaHuUsA (I13), WITH TPAaHCMUCCHUBHBIC ryOKo0oOpa3HbIe
(cmorrnodopmusie) sHuedanonaruun (TI'D), — rpynmna HeHpoAereHEepaTUBHBIX PAacCTPOICTB,

XapaKTePU3YIOMIMXCA  OBICTPO  MPOTPECCUPYIOMIMMHU  JIGMEHIMEH W JABUTATEIbHBIMHU
HapymeHusmu. 113 Moryt HacnenoBaTbes, BO3HUKATh CIIOPAIUYECKH, ObITh MPUOOPETEHHBIMH U
KOHTaruo3HbIMu |[1—4], UMEIT UIMTENbHBI MHKYOAlIMOHHBIN mepuoa (TOoabl), HO OBICTPO
MIPOTPECCUPYIOT TMOCiIe MaHU(ecTalu KIMHUISCKUX CHMITOMOB. Cpelin MepBbIX MPOSBICHUN
[13 0OBIYHO OTMEYaKOTCS HAPYIICHHUS TOBEACHHUS W HM3MEHCHHSI JMYHOCTH, MHOKJIOHYC,
3pUTENbHBIE PACCTPOICTBa, HapyLIEHHUS B JABUraTeNbHON M KoopauHaTopHoOU chepe. I13 He
uMeIOT 3((EKTUBHOTO JIEUEHUS, BBDKMBAEMOCTh MPHU CHOPAAMYECKUX U MPHOOPETEHHBIX

dbopMax BO MHOTHX CITy4dasiX HE MPEBBIIIACT OJHOTO To/1a mmociie Aebrora 6onesnu [ 1—4].

ITHOJIOTUA M NMATOreHe3 3a00/1eBaHUsA WIH COCTOAHMSA (rPynibl 3200/ 1eBaAaHUI
WJIH COCTOSTHMH)

Bce usBectHbie Ha ceroaHsmHUN neHb 13 MiekonuTaronux BhI3BIBAIOTCS OeikoM PrP
(oT amen. - «Prion Proteiny). Ero ¢opMa ¢ HOpManbHOM TPETUUHOM CTPYKTYpoil 0603HavaeTcs
kak PrPC (om amen.: common — oObrunbil unu cellular — xnerounsrii). [latomoruueckas
dbopma (n30dopma) 6enka, oOycoBIMBarOIas ero HHMOEKIMOHHOCTh, Ha3BaHa PrPSc (om anen.:
Prion Protein Scrapie — modecyxa oOBeIl (CKpeinu), MO Ha3BaHUIO OJHOTO W3 TEPBBIX
3a00JeBaHUN C yCTaHOBJICHHON NpuoHHON npuponoit) uinu PrPTSE (om amen.: Prion Protein
Transmissible ~ Spongiform  Encephalopathies ~—  TpaHCMHCCHUBHBIE  T'yOKOOOpa3HbIE

sHIEe(DATOTIATHH ).



Normal prion Diseased prion

Amino aclds

| Amino acids
in beta helix

in alpha helix

Amino aclds
in sheet form

Cnesa — HopManbHas uzodopma PrPC, cnipaBa — undeximonnas nzopopma PrPSc.

OcHoBHBbIE MONIOKeHHS KoHIen U S. Prusiner [8, 9] cBoasTcs k cneayromemy [1]:
1. MudexkunonnsiM areHToM siBisiercs Oenok PrPSc, koTopslit penmuuupyet ceds B OTCYTCTBUU
HYKJIEMHOBOM KHCJIOTHI. B mporiecce KOHTaKTHOTO B3aUMOAECUCTBHSI ¢ HOPMAJIbHBIM KJIETOYHBIM
6enkoM PrPC, mudexkunonnsii 6enok PrPSc muaynupyer B HeM HeoOpaTHMble CTPYKTYpHbBIE
(xoH(OpMaIOHHBIE) U3MEHEHUS U MpeBpallaeT B ce0e moJ00HbIH.
2. IlpeBpamenue Oenka u3 HopManbHOU n3opopmsl PrPC B unpexkunonnyto PrPSc npoucxonut
B BUJI€ KOHPOPMALIMOHHOTO MEepexoia pa3HbIMU MyTIMU:
— CIIOHTaHHO (cropajauveckue Gopmbl);
— Ha OCHOBE IOCTYIJIEHUS U3BHE Maroyorudeckoil m3zopopmel PrPSc (mpuoOperenHbie
dopm);
— B pe3ynbTare myTtanuii B rene PRNP, o0ycnoBiuBaromux obpasosanue nzo ¢popmsl PrPSc u3

PrPC (nacnenctBenubie (hopmabl).

[TpuOHBI — eIMHCTBEHHBIC U3BECTHBIC MHPEKIIMOHHBIC areHThI, PA3MHOKEHHUE KOTOPBIX
IPOUCXOIUT 03 y4dacTusi HYKIECHMHOBBIX KucioT. MHdeknumonnas nzopopma PrPSc cnocobna
Ipy KOHTaKTe MpeBpaiiate HopMmaibHbI Oenok PrPC B mH(eknmoHHy0 u30popMmy, H3MEHssA
ero KoHpopMmanuioo (TpeTHYHYIO CTPyKTypy). [losBuBIIMECSs B  pe3yiabTare TaKou
TpaHcopManuy MPHOHBI HAYMHAIOT MEPECTpanBaTh HOBBIC MOJICKYJBI O€lKa, M 3aIyCKaeTcs
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LenHas peakuus, B XOJ€ KOTOpoil o00pa3zyercss OrpOMHOE KOJMYECTBO HEMpPaBUIBHO
«CBEPHYTBIX» MOJIEKYJI. JTO B CBOI ouepeab HU3MeHsieT B3aumojeilctsue PrPC ¢ npyrumu
oenkamu. MccnenoBanus ctpykTypsl PrPC mokaszanu, 4To oH cocTouT mpubdnusutensHo u3 40%
a-crimpaneit u 3% [-cnoe; B PrPSc Bmecro a-cnupaneit npeobnanator B-cimou [1]. Beicokoe
colepkaHue [-cioeB  Koppenupyer ¢ yctoWuuBocthio PrPSc  k  depmenTatuBHOMY
pacUICTIIICHUIO U €r0 NH(EKINOHHOCTHIO.

VYCcTaHOBIIEHO, YTO HOpPMaJIbHAsi W MATOJOTMYEcKas W30(OpMBbI MPHOHHOTO Oelka
HEOTJIMYMMBI JIpYyr OT Jpyra 10 aMUHOKHUCIOTHOW IOCJIEIOBAaTEIbHOCTH, HO MMEIOT PA3HYIO
koH(popmanuto. Hopmanbhslit 6enok xo3suna PrPC HaxoauTcst Ha MOBEpXHOCTH MHOTUX KIIETOK,
B YacTHOCTH B HeWpoHax. CTpykrypHO-MomudpunupoBanaas ¢opma PrPSc mpu nmomaganum B
3/10pOBbl€ KJIETKM HMHULMHPYET LEMHYI0 pEeaklui0 U MPUBOIUT K IpeoOpazoBanuto PrPC B
PrPSc. Ilpuonnas ¢opma (uzodopma) Oenka Ype3BbIYAHO CTA0WIbHA M HaKalUIMBaeTcs B
MOpaXCHHOW TKaHH, BBI3bIBAs €€ MOBPEXKICHUE U B KOHEYHOM cuere — rudenb. CTabuibpHOCTD
NPUOHHON (OPMBI O3HAYAET, YTO TPUOHBI YCTOWYMBBI K JEHATypalld II0J JeHCTBHEM
XUMHUYECKHUX U PU3NICCKUX areHToB [1].

Bcenen 3a  onpenenenuem mnepBuyHOW CTpykTypel PrPC  Obn  upenTudunmpoBan
kogupyromuii ero reH PRNP, koTopelii IpUCYTCTBYET B FeHOMaX BCEX MIICKOIMTAOIINX, ITULl U
peiO. Y dyenoBeka ATOT I'eH JIOKAIM30BAaH B KOPOTKOM Iuiede xpomocombl 20 (20p), mmeer
IPOTSKEHHOCTh 16 THIC. H.II. U COAEPKUT 2 HK30HA. ['eH SABJISETCS] BHICOKOKOHCEPBATUBHBIM, U
HauBBICIIME YPOBHM €ro 3Kcipeccun otmedeHsl B HelipoHax [IHC. OH kogupyeT nmoaunenTun
JUIMHON 253 aMMHOKHMCIOTHBIX OCTaTKa, KOTOPBIM B IIPOLECCE CO3PEBAHUS YKOPAYUBAETCS
KJIeTouHbIMU (hepMeHTamu. 3penas popma PrP cocrout u3 208 aMUHOKHMCIOTHBIX OCTAaTKOB U
uMeeT MoseKyisipuyto maccy 35—36 klla [10]. I'eneruueckue ¢opmbl [13 00ycroBieHbI
myrtanuei rena PRNP. Ilpu 6onesznu Kpeiitidensara—SiAkoba onrcano 6oxee 50 myranmii [11],
yamie Bcero B kogonax 178, 200 u 210, npu 6one3nn I'epcrmana—IIItpayccnepa—Illeiitnkepa
MyTalll{d BO3HHUKAIOT B KojoHax 102 u 117, cemelinoil ¢aranbHON OeCCOHHHUIIE — B KOJOHAX
129 u 178. IToMumo MyTaruii onrcan psJl BApuaHToOB osmMopdusma [12].

DKcrnpeccupyeMblit PRNP Oenox PrPC SBIISIETCSA SIKOPHBIM
IIIMKO3WI(POCHATUIMINHOZUTOIOM,  KJIETOYHO-TIOBEPXHOCTHBIM  IHKonpoTenHoMm.  PrPC
(HOpManbHBIM MeMOpaHHBIN OEOK MIIEKOIUTAIONINX) BXOJUT B COCTaB KJIETOYHBIX MeMOpaH B
pa3HBIX TKaHIX — B OCHOBHOM B HelpoHax [[THC u mumdonnnoi tkanu [1]. Oynknuu Oemka
PrPC nonnocTeto He packpbIThl. Ilo-BHIMMOMY, OH HIrpaeT BaXKHYIO pOJIb B IOAJEP)KaHUU
COXPaHHOCTH HEHPOHOB M TIJIMM B OTHOUIEHMM OKHCIUTEIBHOIO CTpecca, MPUYACTEH K
mpoleccaM peryisiiiii  cofep:KaHusl BHyTpukierouHoro kambuus (Cat) B HeipoHax,

MeTaboaru3Ma MCIU, Y4aCTBYCT B KJICTOUYHOMH aare3nu, nepeaadyc BHYTPUKIICTOYHBIX CHUTHAJIOB,
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o0ecre4eHn HOPMaJbHOTO (PYHKIIMOHUPOBAHUS CHHAIICOB M IEpEAayd CUTHAJIOB B HEPBHOM
TKaHHU, a TAKXXE B MOAJIEP)KAHUN B KIJIETKAX, TKaHAX, OpraHax U OPraHu3Me B LIE€JIOM LIMPKaIHbIX
(uMpkaguaHHbIX) pUTMOB [3, 13].

[Tpu nepexone 6enka PrPC B mpuonHoe cocrosinue PrPSc ero a-crimpanu npeepamarorcst
B B-ciowm [1, 4], u3mensercst konpopmanus. Takue HEeHOpMaabHBIE H30()OPMBI OOBETUHSIIOTCS B
BBICOKOCTPYKTYPHUPOBAHHbIC aMUJIOUAHbIE (PUOPUIIIBI, KOTOPHIE, CKAIUIMBAsACh, NPUBOAAT K
rubenu KJICTOK W (HOpMHUPYIOT aMuiougHble Onsmku. KoHer KaXIoro BOJOKHA CITYKHT
CBOEOOpa3HON OChI0, K KOTOPOM MOTYT HPUKPEIUISATHCS CBOOOTHBIE OEITKOBBIE MOJIEKYINbI, B
pe3ynbraTe yero guoOpmia pacter. B OoibIIMHCTBE CllydaeB MPUCOEAUHSITHCS MOTYT TOJBKO
MoJiekynbl PrP, unentuuneie no mepBuuyHoi cTpykrype PrPSc (mostomy oObluHO mepenaua
npuoHOB BujocneunpuyHa). OJHAKO BO3MOXKHBI U CIIydad MEXBUJOBOW Iepeaayu MPHOHOB
[14].

Kak Obl70 ckazaHO BbIIIE, CYIIECTBYIOT TpPH BapuaHTa BO3HHMKHOBeHus [I3: mpsimoe
3apakeHHe, HACJIEJCTBEHHBIC M CIIOpaJAWYecKre (BO3HUKAIONIME CIIOHTAHHO) ¢opMmbl. B psme
ciydaeB paszutue 113 ompenensercss KOMOMHAIMEH STHX (aKTOPOB (HAIIPUMEp, 3apaKeHUEM U
MPEIPacIONOKEHHOCTRIO, onpeaensieMoil reHotunom) [1, 15]. B GonbmmHCcTBE ciiydaeB (OKOJIO
85%) I13 BO3HMKAIOT CHOHTAHHO MO HEBBIACHEHHBIM MpUuYMHAM, Ha 1050 HacleICTBEHHBIX
dopm mnpuxomurcs npumepHo 10% ciaydaeB, ocTajbHBIE CIy4yaud BbBI3BAHBI IPHOHHBIM

3apakeHueM [15].

INUAEeMHO0JI0r U 32001eBAaHUS WJIH COCTOSIHMSA (TPYIIIbI 3200/ 1eBaHUI HJIH
COCTOSIHHH)

3apakeHHe Kak 4YelOBeKa, TaK W >KUBOTHBIX Yallle BCEro ObIBaeT alMMeHTapHbIM. U3
KHUIIIEYHUKA TPHOHBI TPaHCHOPTUPYIOTCS B KpoBb U nuMdpy. B IIHC npuoHB mpoOHHKAIOT
T€MaTOTEHHBIM TyTEeM, MpPeojoJeBas TeMmaTodHIepanmnueckuii 0apbep, 4TO MOATBEPIKIACTCS
nepempauert [13 mpu mepenuBanum kpoBu [16]. Kpome reMaToreHHOro pacrmpocTpaHEHUs,
MPUOHBI MOTYT TIOMAaJaTh B TOJOBHOM MO3T MO OmyxaarolieMy U Tepudepudeckum HepBam
(ueiipounBasus) [17].

Panee cunranoch, uro IHIHC — enuHCTBEHHass TKaHb, B KOTOPOM HAaKaIlJMBAIOTCS
MIPUOHBI, HO OBLJIO MOATBEPKIAEHO, YTO MPOHUKHOBEHNE ITPHOHOB B MO3T MPOUCXOUT MOCIE UX
peIUIMKaIuK B ceJie3eHKe, alleHIuKCe, MUHIAIMHAX U IpYrux JTUMGOUIHBIX TKaHsaX. M xoTs
[13 — nHeBponornueckue 3a00JIeBaHUS, KPUTHIECKUE COOBITHS B MX MATOreHe3€ MPOUCXOAT B
nepudepudeckux auMpounaabix opradax [18]. Jlumbouaasie opraHbl MOpa)KarOTCs Ha PaHHHUX

CcTagusax H3, a CCJIC3CHKa H J'II/IM(I)aTI/ILICCKI/Ie Y3JIbl ABJISAOTCA TICPBUYHBIMHU TOYKaMH
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perukanuu PrPSc mocne 3apaxkeHust 1 Takke 3HAUYUTENIbHO MOBPEkKIa0TCA. B skcnepuMeHTax
MOKa3aHO, YTO yJAJICHUE CEIEe3CHKH M JPyrue BO3JIEHCTBHA Ha mepudepuyeckre TMM(pOonIHbIe
CTPYKTYpBI 33/1€p>KUBAIOT A€0I0T KIMHUUECKUX nposBienuit [13 [18].

[lon neiicTBreM MPHUOHOB B TOJIOBHOM Mo3re (HOpMHUPYIOTCS (UOPHILIBI, Pa3BUBAIOTCA
aMWIONJ03 (BapuaHT BHEKJIETOYHOIO JUCIPOTEMHO3d, XapaKTEPU3YIOIIMKCA OTJIOKEHHUEM
aMWIOUJa - aMHJIOMJIHBIX OJISIIEK, ¢ pa3BUTHEM aTpouu W CKJIepo3a TKAHW) U acCTPOTIUO3
(pa3pacTaHue acTpOLUTAapHOM HEHPOIVIMM, TUIEPHIPOAYKLHS TIJIHAIBHBIX BOJOKOH) IIpH
OTCYTCTBHM BOCHIAJUTEIbHON peakiuuu. B pe3ynpraTe mNpoucXoAsT TuOenb HEHpPOHOB,
oOpa3oBaHHe BakKyoJjeil, OeIKOBBIX/aMUJIOMAHBIX arperaToB M BO3HUKAIOT T'yOKOOOpa3HbIe
U3MEHEeHHs rojIoBHOTO Mo3ra [19—21]. ITocne napuumpoBanus u permukanuu B LIHC npronst
pacnpoCTpaHsOTCA 1O NepuPepUIecKUM HEpPBAM B JIpyrue TKaHH, IJI€ MPOUCXOIUT BTOPUYHAS
npuoHHas perunkanus [20, 21].

[IproHbI Opa)karoT pa3Hble BUbI MIEKOMUTAIOIIUX, TIpU 3TOM Oenok PrP y Bcex BuaoB
odeHb cxox. Ho m3-3a HeOonpmux paznuuuii Mexay PrP y passueix BumoB nepegaua [13 ot
OJIHOTO BHUJA K JIPYTOMY HE XapakTepHa, T. €. CYIIecTBYeT BUAOBOH Oapwep [1, 22]. Tem He
MeHee, BapuaHT Oose3nu Kpeitiudenbara—siIdkoba y yenoBeka BbI3BIBACTCS MPHUOHOM, OOBIYHO
MOpaXKaroIlMM KOpPOB M BbI3bIBaOIMM TI'D KpymHOro poratroro ckora, KOTOPBIA INEPENaeTCs
yepe3 3apakeHHoe Msco. bonesnpio Kpeittidensaa-Akoba denoBek 3apaykaeTcsi OT OOJbHBIX
KUBOTHBIX, YIOTPEOsAs B MUILY WHPUIMPOBAHHBIE MPOAYKTHl (OCOOEHHO NMPUTOTOBICHHBIE U3
UX MO3ra, ria3, TMM(OUIHOW TKaHU, CIIMHHOTO MO3Ta, YHJIOKPUHHBIX JKeNe3, MeYeHU, IPUIeM
IIPY pa3JelIKe TyIIN BO3MOXKHO NONaJaHUe TKaHEW MO3ra Ha MBIIIILbI )KHBOTHOTO).

Ilymu ungpuyuposanusn:
— UHTpauepeOpalIbHBbIH,
— HHTPABEHO3HBIN,
— HHTpaNepUTOHEAIbHBIN,
— HHTpaJepMaIbHbINU,
—  OpAJIbHBIN.
Buowt nepeoauu:
— HacJeJICTBEHHas mepenava (ayToOCOMHO-IOMMHAHTHBIN TUII);
— STPOTECHHBIN IYTh;

— AJUMEHTapHBIN ITyTh.
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Oco0eHHOCTH KOAMPOBAHHUA 3200/ 1€BAHUS WJIN COCTOSIHUSA (TPyIIIbI
3a00J1eBAHUI MJIM COCTOSIHUI) 0 MeKIyHAPOIHON CTATHYECKOM
Kiaaccupurkanuu 00Jie3Heii U MpoodaeM, CBA3aHHBIX €O 310POBbeM

A81 - AtunuuHbple BUPYCHBIC HH(MDEKIIUY IIEHTPAIBHOM HEPBHOW CHUCTEMBI (MPUOHHBIC 00JIE3HU
LIEHTPaJIbHOW HEPBHOW CUCTEMBI):

A81.0 - bonesns Kpeitrudensara-SAxoba. [Tonocrpas ryokoodpazHas sHIE(anonaTus

A81.1 - TlomocTpelii ckieposupyronuii nansHuedanmur. DHredanut JlocoHa ¢ BKIIOYCHUSIMU
BUpYCHBIX Tenen. Ckiepo3upyromuii aeiikosnnedanut Ban-borapra

A81.2 - [Ilporpeccupytomas MHOrooyaroBas JelkodHuedansonatus. MHOroo4yaropas
neikosnnedanomnarus bAY

A81.8 - Jlpyrue arumnuyHble BHpPYCHbIE HMH(EKINN LEHTpaJbHOW HEPBHOW cucTeMbl. Kypy
(Kuru)

A81.9 - Atunuusble BUpYCHblE MH(EKINH IICHTPAJbHOW HEPBHOM CHUCTEMbI HEYTOYHECHHBIC.

[Tpronnas 601e3Hb HEHTPATLHON HEpBHOU cucTeMbl B/IY

Kaaccuduxanusi 3a00/1eBaHUS UIH COCTOSHUSA (IPyNIbI 3200/1eBAHMHA UJIH
COCTOSTHUI)

B Hacrosiee BpeMst U3BECTHBI cienyronme kinandeckue Gopmsl 113 yenoseka:
— 0ones3np Kpeitrudensara—SAkoda (BKA), ocHoBHOM TuI;
— Bapuant bKS (BBKA);
— ©Oone3ns I'epctmana—IlTpayccnepa—Illeitnkepa;
— BapuaOenbHas NpoTea3a-4yBCTBUTEIbHAS IPUOHONATHS;
— (paranbHas 6ecconnuna u daraabHas ceMeliHasi 0eCCOHHUIIA,

- Kypy;

— 113, accoumupoBaHHOE ¢ IUapeei U BEreTaTUBHON HEHPOIaTHUEH.

Kinnuveckas kapTuHa 3a00/1eBaHUSA UM COCTOSIHUA (TPyNnbl 3a001eBaHUI
WJIM COCTOSTHUM)

BK — naubonee pacnpoctpaneHHoe [I3 yenoBeka, Ha OO KOTOPOIO MPUXOAUTCA
okoso 85% Becex ciyuaeB [13. Begymum kinHudeckum mnposiBienueM bKS sBnsercs ObicTpo
nporpeccupylonasl JeMEHILHs, BO3HUKAmoIas 0e3 SBHBIX NPUYMH U COMPOBOKIAIOLIASICS
MOBEJICHUYECKUMH H3MEHEHHsIMU (O0COOCHHO Yy Oosiee MOJIOABIX MAIMEeHTOB), HAPYIICHUSMHU
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BBICIIMX TICUXHYEeCKUX (GyHKIMA (adasus, aMHe3us U ACPUIUT BHUMAHHUSA), MHOKJIOHYCOM,
NMPAMUIHBIMU paccTpoiicTBamu [23].

Knaccnyeckas knuHuueckass Tpuana bBbKS Brirodaer ObICTPO MpOrpeccHpyrONIyIO
JEMEHIMI0, MHOKIOHYC W arakcuto. Cpenu [BUraTENbHBIX PACCTPOMCTB dalle BCETO
HaOJII0AAI0TC MHUOKJIOHMYECKUE TI'MIIEPKUHE3bl (BO3HUKAIOT CIIOHTAHHO WJIN INPOBOLMPYIOTCA
CIIyXOBOM UM TaKTWJIBHOM CTUMYJISIIMEN), HO TaKkK€ BCTPEYAIOTCS HKCTpaNUpaMUIHbIE
HapyILICHUs: TUCTOHUS, XOPE0ATETO3, TPEMOP, TeMHOAIIN3M, ATUIIMYHBIN MApKUHCOHU3M [24].

Jlpyrue HEBpOJOTMYECKHE HApYLIEHHUS NPEICTABICHBI 3PUTEIbHBIMU PACCTPOMCTBAMU
(Iuruionus, 3aTYMaHEHHOCTb WJIM HEYETKOCTh 3PEHUs, NePEKThbl MOJIel 3peHus, 3pUTesIbHas
arHo3usi, BO3MOXHO (DOPMUPOBAHHE KOPKOBOW CJEMOTHI), SMIJICHTHUYECKUMH MPUCTYIIAMH,
U3MEHCHHUSMH TOBEICHHA, Nepuepudeckoil HelpomaThe, Ha TMO3JHUX CTagusIX —
akuHeTH4eckuM MyTu3MoM. Ilcuxuatpudeckue cumnromsl otMedarorcs y 80—90% nanueHToB
Y BO3HHKAIOT B Hauaje 3aboneBanust y 20—26%. Cpean Hux 6ecCOHHHIIA, TPEBOTA, JEMpeccus,
pa3apaKUTENbHOCTD, FAJLTIOLMHALIUY, [ICUX03, KOTHUTUBHbBIE paccTpoiicTBa [25].

Paznuuator Heckonmpko ¢opm  BKS: cnopaamueckas, reHermueckas (cemeiiHas),
arporenHas u BBKS. HezaBucumo ot popmbl TeueHue 3a00sieBaHUs XapaKTEPU3yeTCsl ObICTPBIM
porpeccupoBaHueM ¢ GaTaabHbIM HcX0 oM. CpeHss BBDKHMBAEMOCTb OOBIYHO KosebseTcs oT 6
Mec fo roqa [12, 15].

Cnopaanueckass BKSl BcTpeuaercs 3HAauMTENBHO dYalle OCTAIBHBIX GopM — B 85%
ciydaeB [15]. 3aboneBaemocth coctaBmsier 0,3 - 1 cmyuait Ha | MIH HacelneHUS B TOI.
HeliponerenepaTuBHbIN IPOLECC 3aIlyCKAETCsl CIIOHTAHHO B PE3Yy/bTaT€ COMATHYECKON T'E€HHON
MYyTalll{ WU CIIy4alHbIX CTPYKTYPHBIX U3MeHeHui B PrP, mpuBoasmux k o6pasosanuto PrPSc.
B otnuune ot BBKS, knuHnueckue u nmatoMopgoaoruyeckue mpossieHus: 0oyiee reTeporeHHsl,
YTO MOXKET OBITh CBSI3aHO C CYLIECTBOBAHMEM pA3IUYHBIX MOJIEKYJISPHBIX (HDEHOTHUIIOB.
Haunnaercs 3aboneBanue o0baHO B Bo3pacte 60—70 net, okono 90% marnueHToB yMHPAIOT B
TE€YEHHE OJIHOTO To/1a.

I'enernueckas (cemeiinasi) bBKS. Ilopsaxka 5—15% cnywaes BKS  saBnsrores
TEHETUYECKUMHU (CEMEWHBIMM), C ayTOCOMHO-JJOMUHAHTHBIM TUIIOM HAcCJIEIOBaHUS U BBICOKOMU
NIEHETPAHTHOCTBIO, CBsi3aHHBIMU ¢ MyTauusaMu B reHe PRNP. Cemelinas BK umeer cxonnsie
KJIMHUYECKHe, HeHpopaauoIornyeckue M J1abopaTOpHbIE XapaKTEPUCTHKU CO CIIOpaTUvecKon
dopwmoii. Onucansr 6onee 50 myranmii PRNP, gacTora mX BCTpeuaeMOCTH YBEITUYHBACTCS C
BOo3pactom [11].

Arporennas BKS wmoxer pa3BuBaTbCs BCIEACTBUE IEpegadyu PrPSc npu
TPAaHCIUIAHTAllUM TPYHMHOW POTOBMIIBI MM TBEPAOH MO3rOBOM 00OJOUYKHM, IIPU HCIIOJIB30BAaHUU

CTEPEOTAKCUYECKNX BHYTPHUMO3TOBBIX DSJEKTPOJOB WM MPUMEHEHWH TOPMOHA poOCTa,

12



MPUTOTOBJICHHOIO W3 runodusa yenoBeka u T.4. KimHuueckas kapTUHA CXOJIHA C TaKOBOM Mpu
cnopaguueckoit BKS [12, 15]. MakyOanuoHHBIH epruo 3aBUCUT OT MeCTa MHOKYIsiuuu. [lpu
UCIIOJIb30BAaHUU 3arpsi3HEHHBIX AJIEKTPOJOB, KOTOPBIE HAKJIAJBIBAIOTCSI HENOCPEACTBEHHO Ha
MO3T, OH caMbIii KopoTkuii (16—28 mec), a mociie nepudepruIecKoro BBEICHUsI TOPMOHA POCTa
niatest ot S go 30 ner [27].

Nmerorcs onucanus 3 ciydaeB nepenauun BKS B pesynbraTe nepenuBaHHs KpPOBU OT
JIOHOpa, Yy KOToporo Obut nuarnoctupoBaH BBKS Bo Bpemsi BCHBIIIKM 3TOTO 3a00JI€BaHUS B
BenukoOpurtanuu [28].

BBKJI pa3BuBaercs mocie ynorpebieHus B MUILY TOBSIMHBI, 3apakKeHHON npuoHamu. B
1986 r. B BenukoOpuTanuu BelbIxHyJa 3mu300Tus TI'D KOpOB, Takke HA3BAHHOM «KOPOBBUM
OeIeHCTBOMY, KOTopas mpuBena kK rudenmu 6onee geM 160 000 roioB KpymHOTo poraroro ckora
[29]. D10 HOBOE 3a00eBaHKE OBLIO BHI3BAHO UCIIOIB30BAHNEM MHUIIEBBIX T00aBOK MACOKOCTHOM
MYyKH, KOTJIa Hu3-3a CJa00 KOHTPOJHPYEMbIX MpaBWil MNepepaboTKU MOOOYHBIX MPOAYKTOB
JKUBOTHOTO TNpouCXOoxkaeHuss PrPSc oT 3apaxeHHBIX CKpeHnu OBEll U JIPYyroro KPYIHOTO
poraroro ckota ¢ TI'D momagan B KopM it KOpoB. OOBIYHO B TEXHOJIOTHIO TOJTYYCHHUST TaKOU
MYKH TOCIIE MPOLIECCOB TIIATEIHHOIO HM3MENbYCHHUS] MCXOJHOTO ChIPbsl BKIIOUEHa 00paboTka
AaKTUBHBIMH )KHPOPACTBOPUTEISIMH, a Takxke TepMooOpadoTka npu Temnepatype 130°C. Ognako
B KoHIEe 70-x TomOB MNpPEANPUHUMATENH, PEUIMB IOBBICUTh IUTATEbHYIO ILIEHHOCTh
MSCOKOCTHOM MYKH, CHU3ZWIM PEeXUM TepMooOpabotku g0 110°C, a Takxke yMEHBIIWINA
KOJINYECTBO BEIECTB, SKCTPArUPyOUMX >XKUp. VIMEHHO 3TH H3MEHEHMs CIIOCOOCTBOBAIU
AMU300TUHU KPYITHOTO pOraToro ckora [3].

Hoxkazano, uto TI'D y KopoB npuBena K mnosiieHuto HoBoro tuna bKS, momyunBmiero
HazBanue «BapuaHT BKS» [29]. Tlepsrie cnydan BBKS Obutn 3apeructpupoBansl B 1995 1.,
Korja 3a0oyieBaHle AUArHOCTUPOBAIH y 2 OpuTaHcKuX moapocTkos [30, 31]. M3-3a qnurtensHOro
UHKYOAIlMOHHOTO TepHoJa CBA3b MeXIy 3a0ojeBaHMEM U 3apaXCHHBIM MSCOM B
BenukoOputanun He Obuta yCTaHOBJIGHA 10 TeX IMOp, Mmoka 3aboneBaeMocTh TI'D y KOpoB HE
nepepocia B snujaeMuto. dnuaemus TI'D Obula B3dTa 1MOJ KOHTPOJb IOCIE MAacCUBHOTO yOOs
CKOTa U U3MEHEHUH B TEXHOJIOTUU ITPOU3BOJICTBA, KOTOPBIE PE3KO COKPATHUIIN 3arpsi3HEHUE Msca
KOMIIOHEHTaMHu HepBHOU TkaHH. B BenukoOpurtanum exerogHoe yuciio HOBbIX ciaydaeB BBKSI,
kotopoe mocturio muka B 2000 r., HEyKJIOHHO CHUXkaeTcs, u B 2013 r. ObuT MOATBEPXKIEH
TobKo 1 cimyuait 3aboneBanus [ 15, 32].

BonpmmucTBo cnyyaeB BBKS  nguarHoctupoBano B BenukoOpuTaHMM, HX UYHCIO
coctaBuio okoio 200 B 2015 r., mo cpaBHeHMIO ¢ puMepHO 60 ciydyasMM B APYIMX CTpaHax
[15, 32]. V Bcex nmammentoB BBKS pa3Bwiics mocne ynorpeOneHus B MUILY Msca, MTOTy4eHHOTO

OT KPYITHOTO POraToro ckota, 3abdosnesmero TI'D. Ho, HeCMOTpst Ha MIUPOKOE pacpoCTpaHEHUE
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TI'O, mopa3uBIIErOo COTHU THICAY T'OJIOB KPYITHOTO POTaTOro CKOTa, OTHOCHTEIBHO Y HEMHOTHX
Jr0/Iel, KOTOpBIE YNOTPEOIsUTH B MUMLY MsICO OOJBHBIX KUBOTHBIX, pa3Buiics BBKS [15, 33].
WNuKkyOanoHHbI niepuo (BpeMsi MeXIy ynoTpeOJIeHHeM B MHUILY 3apakeHHOW TOBSIUHBI U
MaHH(pecTaled CUMITOMOB) ObUT JUIMTENbHBIM: OOJIBIIMHCTBO NAMEHTOB ObUIM 3apakeHbl B
koHIile 80-x rogoB, a MUK 3a0oieBaeMOCTH Tpuiiencs Ha Hadano 2000-x, T. €. HHKyOAIlMOHHBIN
nepuoJi coctaBmi 11—I12 mer. B mocieqHux AUarHOCTHPOBAHHBIX CIIydasX MHKYOAIIMOHHBIN
nepuop nocturan ot 12 mo 6omee 20 net [32, 33].

Knunuueckne n naromopdonoruyeckue mnposieieHus npu BBKS umeror ornmuums or
npyrux ¢opm BKS. Bonesnp mopaxaeT MoJIOABIX IOl B Bo3pacTe B cpeanem ao 30 ier, ee
HAYaJIo0 XapaKTepHU3yeTcs U3MEHEHHSMHU JIMYHOCTU: OOJILHOW YTpayMBaeT NMPEKHUE MHTEPECHI,
HAYMHAET CTOPOHUTHCS OJU3KUX JIIOJCH, Yy HEro pa3BUBAIOTCS TPEBOXKHOE COCTOSHHUE,
OeccoHHuLa, aenpeccus. JBurarenbHble HapyLUIEHUs MPOSBISIOTCS NPUMEPHO uepe3 6 Mec OT
Hauyana 3a0ojIeBaHUs B BUJE MPOIpECcCCUPYIOLIEH aTakCHM, XOpeu, MHOKIoHyca. Craboymue
HACTYIIAeT MO3JHEE, YeM IIPHU KJIACCHYECKON (opMe, MalMeHT OCO3HAET CBOE YXYyAILIAIOLIEecs
cocrosiHue. J{oBONBHO OBICTPO OH TEpsSieT CIOCOOHOCTh camooOcmyxuBanus. Jms BBKS
TUIMYHBl HE TOJBKO Hayajo B 0ojiee MOJIOJOM BO3pacTe, HO U CpEeAHSAs BBDKUBAEMOCTb,
npesbimaromas 14 mec [15, 32, 33]. BeposTHO, 4TO pa3inyus B BBDKMBAEMOCTH OTYACTH
CBSI3aHbI C BO3PACTOM IallMEHTOB.

IIpu stom paszsutue BBKS 00yciaoBneHO He TOJNBKO BO3JCHCTBHEM IaTOTe€Ha U3
3apa’keHHOI0 Msica, HO M T€HETUYECKON MPepacioiIokKeHHOCTbIO, OTHUM U3 (PaKTOPOB KOTOPOH
apnsierca nonumMopdusM B kogoHe 129 rena PRNP, onpepenstomuii  BcTpamBaHHe
aAMUHOKHCJIOTHI BaJIMHA WJIM METHOHHMHA B COOTBETCTBYIOIIEM IOJIOKEHUH IPUOHHOTO Oenka. Bo
BCEX TMOATBEPXACHHBIX CIIy4asX BbIABISUIOCH TOMO3UIOTHOE COCTOSIHME 110 JIaHHOMY
noauMopdusMy ¢  BCTpauBaHMEM MeETHOHMHA. [lpeamonaraercs, 4YTO  IOBBILICHHAS
IpEepacioiokKeHHOCTh K pa3BuTuio [13 y romo3uror no konony 129 o6ycioBieHa abcomoTHOM
TOMOJIOTHEN MOJIEKYJ MPUOHHOTO Oelika, 4To 00JIieryaeT MeXMOJIEKYISIPHOE B3aUMOIEHCTBUE U,
cinenoBarenbHo, KoHBepcuto PrPC B PrPSc  [29]. HampotuB, rerepo3uroTrHoctsb
(BaMMH/METHOHMH) B KoJoHE 129 wuMmeer omnpeneneHHbIH NPOTEKTUBHBIA 3¢ (deKT, YTo
noaTBepkaaercs Oonee mo3gHuM (Ha 10—20 net) HavamoMm OOJNE3HH y TETEPO3UTOT TIO
CPaBHEHMIO C TOMO3UTOTaMU IIPU HEKOTOPBIX HacleACTBeHHbIX popmax I13 [12, 33].

bonesnr I'epcrmana—Iltpayccnepa—Illelinkepa, uanm mnomocTpas TryOkooOpaszHas
sHIe(daTonaTus, HacIeayeTcs MO ayTOCOMHO-JOMUHAHTHOMY THIy M OOBIYHO pa3BHBAETCS B
cpeaneM Bo3zpacte. CpeaHsisi MPOJOKUTENFHOCTh JKU3HU Tocie aelrora (5 JeT) mpeBblaeT
takoByto mipu BKS. Tlo cpaBrenuio ¢ BKS pacnpocrpanennocts Oonesnu ['epcrmana—

[ITpayccnepa—Illeitnkepa npumepno B 100 pa3 nuxe [3, 12].
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bonesns HaunHaeTcs ¢ pa3BUTHSA MO3KEUKOBOW aTaKCHM C TPYJHOCTAMHU IPU XOIb0€ U
YACPKUBAHUU PABHOBECUS, AU3APTPUM, K KOTOPHIM MPUCOCAUHSIOTCS MPOTrPECCUPYIOLINE
W3MEHEHUS JUYHOCTU U JAeMeHIMsA. MOTyT oTMeuaThcsl IBOCHUE B TJ1a3ax, mape3 B3opa, IiyxoTa,
MUPAMUIHBIE CUMIITOMBI (CIIaCTUYHOCTH). MUOKJIOHHUM BCTPEUAIOTCS TOpa3fo pexke, 4eM IpHU
BKA. [IpoaomxuTenbHOCTb )KM3HH cocTaBisieT oT 2 1o 10 ner.

[Ipu Hamuuuu xapakTepHbIX CUMITOMOB U CEMEMHOT0 aHaMHEe3a y MalueHTOB MOJIOJOTO
Bo3pacta (Monoxe 45 ner) 6ornee BepositeH cunapom I'epcrmana—IlITpaycenepa—Illeitakepa.
Jrarnos noaATBep>kaaeTCs JaHHBIMU T€HETUYECKOr0 uccieaoBanus [3, 12, 33].

BapuabenpHas mpoTea3a-uyBCTBUTENbHAA MpHoOHONaTus — penkoe I3, ommcannoe B
2008 r., mmarHoctupyercs B 2—3 cmydasx Ha 100 mutH Hacenenus [34]. BapuaGenbHas
pOTea3a-qyBCTBUTEIIbHASl TIPUOHONATUS cXoaHa ¢ Oone3nbio ['epctmana—IlTpayccnepa—
[Ilefinkepa B OTHOIICHWH HAKOIUICHUS aHOMAaJbHOTO mpuoHHOro Oenka PrPSc u ocoGenHocreit
W3MEHEHUH B TOJIOBHOM MO3re, HO B otiauuue oT Ooine3nu ['epctmana—IlTpayccnepa—
[leiinkepa B reHe 3roro Oeinka He ObUIO BBIABIEHO MyTauui. KiuHuueckue mnposiBIeHUS
ornuyarorest oT BKS, a PrPSc menee ycroiluMB K paclIeIUIEHHIO IpoTea3aMu, MPUYEM B
HEKOTOPBIX CIIy4asX YyBCTBHTEIBHOCTb K ACHCTBHIO NpOTea3 Oojblle, YeM B APYTHUX, YTO
HAIJIO OTpaKEHHWE B Ha3BaHWM «BapualeibHas MpoTea3a-4yBCTBUTENbHAs». 3a0olieBaHUe
MaHU(ECTUPYET paccTpoMCTBAMM TNICUXMKH, peun (adasus, au3apTpus), KOTHUTHUBHBIMU
HapylmeHusMH. MoryT pa3BHBaThCs aTakcusi W TNapkuHCOHU3M. CpeaHuil BO3pacT Hauaja
3a0oneBanus coctaBiuser 70 JeT, BBDKUBaeMOCTh — OKousio 2 neT. [lpumepHo 40% narueHToB
HMMEIOT OTATOIICHHBIN CEMEUHBIN aHaMHe3 110 JeMeHIuu [34].

QdatanpHas OECCOHHMIIA — PEAKOE HACIEACTBEHHOE WM cropaauudeckoe [13,
BBI3BIBAIOIIECE HAPYIIEHUS CHA, JBUTATEJIbHBIC PACCTPOMCTBA W TMPUBOJAIIEE K JICTATHBHOMY
ucxony. ®PatanpHas OecCOHHHMIIA OOBIYHO CBSI3aHA C AyTOCOMHO-JIOMHHAHTHOW MYyTallHeH.
Nmerorcss omucanus okono 40 cemeil, mopakeHHbIX 3Toi Oone3nbio [33]. ['eHermueckoe
MCCJIEIOBaHNE TIO3BOJISIET MOATBEPAUTH Auarno3. CpemHuid BO3pacT Ae0r0Ta COCTABISIET OKOJIO
40 net (ot 20 1o 60 neT), MPOJOIIKHUTENBLHOCTD KU3HU — 8—72 (B cpeanem 18,4) mec. HenaBHo
OBLIIO OMyOJIMKOBAHO OMUCAaHUE BEPUPHUIIMPOBAHHON CHIOPAANUYECKON (haTaIbHON OECCOHHUIIBI Y
noapoctka 13 net [35].

Panane cumnTomsl (aTtambHONW OECCOHHMIIBI BKIIOYAIOT BO3PACTAIOIINE TPYIHOCTH C
3aChIlIaHUEeM U TOJJCp)KaHUEeM CHA, a TakXKe CHIDKCHHEM KOTHUTHUBHBIX CIIOCOOHOCTEH,
aTakCMed ¢ TICUXMYECKUMHU HapylmIeHUsMU (M3MEHeHHs TmoBeleHus, addexTuBHBIC
pacctpoiictBa). K HUM mNpuUCOEAMHSIOTCS CUMIOTOMBI CHUMMIATHYECKON THMIEPaKTUBALIUU:

apTepHualibHas TUIepTEH3Usl, TAXUKAPAUS, TUIIEPTEPMHUS, TOTIUBOCTD.
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Ommcana craguiiHOCTh TedeHUs 3a0osneBanus [33]. Ha mawanpbHOM STame MarueHT
CTpajiaeT oT Bce Ooiee TsKenol OECCOHHMIIBI, TAHWYECKUX aTak U (Gobuil (amutcs B cpeaneM 4
Mec). B nanpHelleM NaHWYECKHME aTaKh CTAHOBATCS TSKEIBIMH, K HUM IPUCOEIUHSIOTCS
rajulfonvHanuu (B cpeaHeM 5 Mec). Jlanee HacTymaeT MOJNHas HECIIOCOOHOCTh CHATh,
COIIPOBOXKIAOIIAsACs ObICTPOIl moTepei Maccel Tena (B cpeaHeM 3 mec). Hakonen manumeHt
yTpauMBaeT peub, HE pearupyeT Ha OKpYy:Karolllee, a 3aTeM YMHUPAET (B cpeHEM 6 MecC).

Kypy — penkoe 113, snnemMuuHoe 11 BICOKOTOpHBIX paiioHOoB [lamya — HoBoit I'Bunen
U abOpUreHOB IJIeMeHU (ope, paclpoCTpaHsIIOCh Yepe3 PUTyalbHbIH KaHHMOAIN3M. XOTs
IOCJIEIHUE PUTYyallbl, CBSI3aHHbIE C KaHHUOAIM3MOM, 3aKOHYMINCH B cepeauHe XX Beka, B
nepuon Mexay 1996 u 2004 rr. Obutn 3aperucTpupoBaHbl 11 HOBBIX CiIydaeB Kypy, MO3TOMY
IPEIOIaraeTcs, YT0 MHKYOAIIMOHHBIN epro 3a00eBaHus MOXeT JuThest 6osee S50 et [33].
[TepBbIMH cUMIITOMAaMU Kypy SIBJSIFOTCS TPeMOp (HalOMUHAIOIIMKM IpoXkb) U aTtakcus. [lo3anee
pa3sBUBAIOTCS JEMEHIUS U JIBUraTENIbHbIE PACcCTPONCTBA (XOPE0aTeTo3, MUOKJIOHUHU, MAaCCUBHBIE
dacuukymsanun). CMepTh 00BIYHO HACTYIAET B TEUEHHE 2 JIET TOCIIE MOSBICHUS CUMIITOMOB, €€
NPUYHHON OBIBaIOT THEBMOHHH WIJIM MH(EKIIMH, BBI3BAHHBIC TIPOJICKHIMHU.

B 2009 r. ObUIO YyCTaHOBJEHO, YTO HEKOTOpBIE UIEHBI IUJIEMEHH (ope HUMEIOT
BPOXKJICHHBI MUMMYHHUTET K Kypy, Onarojaps MOSBUBIIEMYCS Yy HUX CPaBHUTEIbHO HEIABHO
HOBOMY nosiumopgusmy resa PRNP [36].

13, accoruupoBaHHOE C qUApeeii U BEreTaTUBHOW HEHPOMATHE, — HOBas KIIMHUYECKAas
dopma, onucanHas B 2013 r. y 11 ujeHOB OpUTAHCKOH ceMbH, MPOSBISAETCS CHUMITOMAaMH
Hopa)keHUsl BereTaTUBHOM HepBHOW cuctemsl, a He [IHC [37]. 3a6oneBanue cBs3aHO ¢ HOBOM
mytaruedt Y163X B rene PRNP, npuBoasimeii k yKOpoueHHUIO MPUOHHOTO O€liKa, B pe3yabTaTe
YEro y HEro OTCYTCTBYET <«SKOpb», CBSI3bIBAIOIIMM O€JIOK ¢ KJIETOYHBIMU MeMOpaHaMmuy;
BEPOSATHO, 3TO CO3/1a€T NPEANOCHUIKHI JJI €r0 MUTpalluu B Ipyrue Tkanu. [loaToMy HakomieHue
NPUOHHBIX aMuiouaoB He orpanumumBaercs L[HC, a pacmpoctpansercs Ha mnepudepudeckue
HEpBBI U BHYTpeHHHE opranbl. [lepudepuueckre cumnToMsl mpeobiagaroT B Hayane 001e3Hu, a
npu3Haky nopaxenus [{HC Bo3HuKaroT mozxe.

Oro 113 noka3biBaeT, HACKOJIBKO 3HAYMTEIBHO HOBas MYyTalUsl MOYKET U3MEHATh TKAaHU,
I7Ie OCEeNAlOT aHOMalbHble OEJKH, BbI3bIBAas cUMOTOMBI Oonesnu. Juarnos I1.3. ciemyer
UCKJII0YaTh y OOJIbHBIX C HEOOBICHUMOM XpOHUUYECKOH Juapeeil B COUeTaHUU ¢ Helpornartuen, a
TakK€ B CEMEWHBIX Clydasx, HAlOMHUHAIOUMX AMUJIOMJIHYIO MojuHelponaThio. CHUMITOMBI
IPOSIBIISIOTCA B MOJIOJIOM B3pOCIOM BO3PACTE, BKIIIOYAIOT XPOHUYECKHM BOJISHUCTBIA MOHOC,
BEreTATUBHYI0  HEJOCTAaTOYHOCTh  (HAampuUMeEp, 3aIEpKKy MOYM, HEAEpkKaHHE MOYH,
OpPTOCTaTUYECKYIO0 TMIIOTEH3HUIO) U, MPEXAe BCEro, CEHCOPHYIO MOJMHeNponaruio. B Bo3pacre

40—50 mer y OOJIBHOTO TOSIBJISIOTCS CHUXEHHUE KOTHUTHMBHBIX (DYHKIUH M CYTOPOKHBIC
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npucTynsl. bonesHp mporpeccupyeT B TEUEHHE IECSATHIIETHH, IMOCNE TMOSBIECHUS CHUMIITOMOB

MPOJIOJKUTENIHOCTD KU3HU MAalMEHTOB MOXeET nocturats 30 set [37].

I[l/laI‘HOCTI/IKa 3a00J1eBaHUsI WJIM COCTOSIHUSA (I‘pyHHLI 3200/1eBaHU WJIN
COCTOHHI’Iﬁ) MEINIMHCKHUC TIOKa3aHUA ! ITPOTUBOIIOKA3aHUA K IPUMEHCHUIO
METOJA0B THATHOCTUKHU

Kputepuu ycraHOBICHHS JHAarHO3a/COCTOSHHS:
JlnarHo3 ycraHaBJIMBaeTCsl HA OCHOBAHUU:
— AHAMHECTHYECKUX JIaHHBIX;
—  pe3ynbTaToB (PU3UKATBHOTO 00CIIEeIOBAHNUS;
—  JIOTIOJIHUTENIbHBIX JIMAaTHOCTUYECKUX METOJIOB: MarHUTHO-PE30HAHCHOW ToMorpaduu
(MPT) romoBHOoro wmo3sra, osnekrposnuedanorpapuu (O9I), wunentudukauud B
CIIMHHOMO3TOBOH KHMJIKOCTH OEJIKOBBIX MapKepoB BO30yauTelis (B 4aCTHOCTH, Oenka 14-

3-3) ¢ NOMOIIbI0 UMMYHOOJIOTTHHTA.

ITaTo/i0r0-aHATOMUYECKHE HCCIeT0OBAHUS

[Ipwku3HEeHHOE  MATOJNOr0-aHaTOMUYECKOe  HucciefoBaHue  (OmorncuitHoro Wi
ONEpallMOHHOTO0 MaTepuajia) He 00JaJaeT JO0CTaTOYHOM CHeHU(pUYHOCThIO, HE IO3BOJISIET
YCTaHOBUTH (popMmy 3a0o0sieBaHUs, HE NMPUBOAUT K M3MEHEHHIO TAKTHKHU JIEUEHUS IallEHTOB.
[TpeananuTrueckuii 1a00paTOpHBI 3Tan (BeIpe3ka OMoMarepuana, THCTONPOLIECCUHT) IPUBOAUT
K HeoOpaTMMOHl KOHTaMUHAIlMM HMHCTPYMEHTapus, OOOpYAOBaHHS U TOBEPXHOCTEH B
MOMEIICHUAX KaK B IaTOJOrOAaHATOMHYECKUX OTJHeNeHUsX (010po), Tak W B OINEPalMOHHBIX
Oyiokax cTanuoHapoB. JlaHHBIH BHA HCCJIEJOBAHMS CONPSIZKEH € BBICOKHM pPHCKOM
3apajkeHMsl  NepPCOHAJIa, Yy4YacTBYHIOILIero B  BbINOJHEHUM  XHPYPru4ecKHX U

naToJIOroaHaTOMHYECCKHUX Mammymmnﬁ, H 3aNpelicH K IMIPOBEACHHUIO.

[TocMepTHOE ATOJIOr0-aHaTOMUYECKOE MCCIEAOBAHME (AyTONCHs, BCKPBITHE) TeEI
yMepuIMX MpH nojo3peHuu Ha I3 wiaM ycTaHOBIEHHOM JMAarHo3e MOXKET OBITh MPOBEIEHO
TOJIbKO B  CIEHUAIbHO  OOOPYJIOBAaHHOM  HM30JIMPOBAHHOM  HMH(EKIHMOHHOM  OIJIOKe
[aTOJIOT0AHATOMUYECKOro  oTAeneHus (0opo) ¢ oOecrieyeHHMEM  TOJHOM — M30JSLUU
BEHTWIALIMOHHBIX XOJOB, KAaHAJIU3ALMOHHBIX CTOKOB, CIELHAIBHON YTUIM3ALUU BCETO

UHCTpyMeHTapusl (O0TXOJbl Kiacca «By»), a Takke BceX MOBEPXHOCTEH CEKIMOHHOW B CBSI3U C
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HEOOpaTUMOW KOHTAaMHHAIIMEH MPHOHHBIMU OeikaMu. B 3TOi CBsI3M mMpoBeleHHE MaToJI0ro-
AHATOMMYECKMX BCKPBITHHi B NAaT0JIOr0-aHATOMMYECKHX oOTIejdeHUusiX (010po), He
000pY/I0BaHHBIX CHENUAJBHBIM H30JMPOBAHHBIM HHQEKIHOHHBbIM 0JIOKOM (IpUYeM He
O00BIYHBIM MH(EKIHOHHBIM 0JIOKOM), 3alpelieHbl B CBA3M C BBICOKMM PHCKOM 3apa)KeHUs
JUI TIepCcoHalla U HEBO3MOXHOCTBIO COOJIIOJICHHUS KapaHTHHA (MHKYOallMOHHBIN IEpUOJl OKOJIO
12 ner). Ilpu neranbHOM UCXO/€ OT MPUOHHOTO 3a00JIEBAaHUS WM MOI03PEHUS HA €ro HaJH4ue,
TEJIO YMEpIIEr0 HE TPAHCIOPTUPYETCS B IATOJONOAHATOMHUYECKOE OTHeneHue (0ropo), a
OpraHu3alys 3aXOpOHEHUs MPOU3BOAUTCS MO KoHTposieM PocniorpebHanzopa.

Ha pnaHHBII MOMEHT JAMarHOCTHKAa HPUOHHBIX Oo0Je3Hed BO3MOXKHA JIMILIb I10CIe
BO3HMKHOBEHUS KIIMHUYECKUX MPOSIBIICHUA. PaHHEee, mpecuMITOMaTH4eCKOe BBISIBJICHUE TaHHOU
NaTOJIOTUM HEBO3MOKHO. (CXeMa JMarHOCTUKM TIPHOHHBIX OoJe3Hel He pa3paboTaHa
okoHYarenbHO. Ilaromopdornoruueckass AuarHocTHka (MPOU3BOJAUTCA HMCKIIOYUTEIBHO B
CHELMATU3UPOBAHHBIX OTACICHUAX A PabOThl ¢ MOJOOHBIMU 3a00JEBAHUSMH) BBISABISET
OTHOCHTEJIHO CIeUU(UIECKUE THCTOJOTHYECKHE W3MEHEHHS B KOpe OONBIINX IOJyIIapuit

TOJIOBHOI'O MO3Ia, KOTOPbIE MOTYT OBITh ITOATBEPKAEHB UMMYHOTUcTOXUMH4Yecku (Puc. 1, 2).
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Puc. 1. Boae3sns Kpeiitudeanara-AAxod6a. Muxkponpenapar. bismku (cTpenku) B Kope
TOJIOBHOT'O MO3ra U €€ CHOHrHo(opMHbIe U3MeHeHUs. OKpacka reMaTOKCHJIMHOM M 303MHOM, X
400 (mpenapar T.C.I'yneBckoii)
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Puc. 2. Boaesns Kpeiitugenabara-sAkoda. Mukponpenapar. CkomieHre HH(EKIHOHHOTO
npuonHoro 6enka (PrPSc) B kope Mmozxeuka. IMMyHOTHCTOXHMHUYECKAsT PEAKIHS C AaHTUTEIIAMH
K PrPSc, x 200 (mpemnapar T.C.I'yneBckoit)

JlaGopaTopHble THATHOCTHYECKHE HCCJIETOBAHUS

[TanieHTaM Kak TpW MOJO3PEHUM Ha NPUOHHBIC 3a00JIeBaHUS NEHTPAILHOW HEPBHOMN
CUCTEMBI, TaK U MPU YCTAaHOBJICHHOM JUArHo3e PeKOMEHIYeTCs MpoBeleHHe OOIIEero aHaam3a
KpPOBH C HCCIIEIOBaHHEM JIEHKOIMTapHO! (HOpMyIbI, OOIIEro aHalin3a MOYH, OMOXHUMHUYECKOTO
aHajam3a KpoBW (0Ommii Oenok, aTbOyMHH, MOYEBHHA, KPEATHHUH, ajJaHWHAMUHOTpaHcdepasa,
acnapraTaMUHOTpaHc(epasa, HaTpui, Kaiuil) 10 Hadaja JICYEHUs, B Mpolecce JICYeHHUs] U Ha
srane HaOmoaeHus. [1, 2].

YpoBeHb yoenuTensHOCTH pekoMeHaanui - C (ypoBeHb JOCTOBEPHOCTH JOKA3aTENIbCTB - )

KomMenTapuu: pesynbraThl Ja0OpPAaTOPHBIX HCCIENOBAaHUN HEOOXOAMMBI Ji OLEHKU
(GYHKIIMOHAJIBHOTO COCTOSIHMSI opranu3ma manueHta ¢ [I3 mepen mpoBeneHueMm jeueHus, a
TakKe JJIsi CBOCBPEMEHHOW KOPPEKIMHM BBISBICHHBIX  W3MEHEHUN Ha JTame JeYeHUs |
HAOIIOICHUSI.

[TanimenTam TIpu MOJO3PEHUH HA MPUOHHBIC 3a00JICBaHUS IICHTPATLHON HEPBHOW CHCTEMBI

PEKOMCHAYCETCA NPOBEACHUE UCCIICAOBaHUA COCTaBa CHIUHHOMO3TOBOM KUOKOCTH.
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KomMmeHnTapuu: mpyu NPUOHHBIX 0OJIE3HAX COCTaB CHMHHOMO3TOBOM KHMJIKOCTH HE M3MEHEH WU
M3MEHEH HE3HAYUTEIBHO.

[TanimenTam npu MOJIO3pEHUU HA MPUOHHBIE 3a00JIEBAHUS LIEHTPAIBHOW HEPBHOW CHCTEMBbI
PEKOMEHIyeTCsl BBISIBJICHHE B KPOBH MATOJOTHYECKOIO MPUOHHOrO OejKa METOJ0M BECTEpH-
OJI0THHTA.

KomMmenTapuu: wuaeHTU(GUKANKS B CIOUHHOMO3TOBOW JKHUJKOCTH OEITKOBBIX MapKepOB
BO30ymuTens (B dactHocTH, Oenka 14-3-3) ¢ NMOMOIIBIO MMMYHOOJOTTHHTA, HOBOTO METOJa
BUOPaAIMOHHO-UHIYIITUPOBAHHOW KOHBEpCUU B pexuMme peaabHoro BpemeHu (RT-QUIC),

MOCPEJICTBOM KOTOPOT'0 OOHAPYKUBAETCS MHHUMAIbHOE KOJIMYECTBO MPHOHHOTO Oenka [21, 26].

[lanmenTam 1pu MOJO3PEHMM HA IPUOHHBIE 3a00JEBAaHUS LIEHTPAJbHOM HEpBHOMU
CUCTEMBI PEKOMEH/IyETCS BBIIIOJHEHNE FEHETUUECKUX MCCIIEA0BaHUN.
KomMmeHTapuu: npu HPUOHHBIX OOJE3HSAX TI'€HETHMYECKHE HCCIEIOBaHMUs IO3BOJISIOT

BbIIBUTH aHOMAJIMU B CTPYKTYPEC I'CHOB, KOAUPYIOIINX IMIPUOHHBIC Ocnxu.

I/IHCprMeHTaJII)HLle U JHATHOCTHYECKHUE UCCJICJ0BAHUA

[TanmenTam mnpu TOMO3pEHHWH HA TPUOHHBIE 3a00J€BaHUSA IEHTPAIBHOW HEPBHOM
CUCTEMBl PEKOMEHJyeTCsl MPOBEICHHEe MarHUTHO-pe3oHaHCHOW Tomorpaduu (MPT) wmu [19T
KT ronosnoro mos3ra.

KommenTapuu: npu auddysnonno-s3semeHHo MPT unn B pexxume FLAIR, npu TI19T
KT oOHapyxuBaroTCsi XapakTepHble, HO He cleuu(uuecKkne M3MEHEHHUs CUTHajla Ha YpOBHE
XBOCTATOTO s1/Ipa, OJeTHOTO MIapa, KOPTUKAIBHBIX 30H.

[MaruenTam TpH TOMO3PEHHM Ha TPHOHHBIE 3a00JEBAaHUS IIEHTPAIBLHON HEPBHOU
CHCTEMBI pEKOMEHIYEeTCs TpoBeACHUE deKkTpodHIedhanorpaduu (I31).

KoMMmeHTapuu: THNWYHBI, HO HE CHENU(DUYHBI MEPUOAMYECKHE KOMILIEKCHI OCTPBIX

BOJIH Ha 0OoJiee MCIJICHHOM W HU3KOAMIUJIUTYIHOM (bOHC.

JleueHue, BKJIOYAs MEINKAMEHTO3HYI0 U HEMEIUKAMEHTO3HYI0 TepaInnu,
AMETOTEPaNnuIo, 00e300,1UBaHNe, MeAMIUHCKUE OKA3AHUS H
NMPOTUBONOKA3AHUA K NIPUMEHEHUIO0 METOI0B JIeUeHMsI
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Ha cerogusamnnii nens He cymectByeT meronoB JyedeHus [13. Bce wuzBectHbie 113
YCJIOBCKaA (l)aTaJIBHLI, MU HA3HAUYCHUA CBOAATCA K Ho;mepch/IBa}omeﬁ Tepanpm. POI[CTBGHHI/IKaM

NAIMEHTOB ¢ ceMEMHbIM aHaMHe30M 13 pekomeHayeTcsl reHeTHYeCKOe KOHCYJIbTUPOBAHUE.

MeanumMHCKas peadMIMTANMSA U CAHATOPHO-KYPOPTHOE JIeYeHue,
MeIMIMHCKHUE MOKA3aHUA M NPOTHBONOKA3AHUA K IPUMEHEHUI0 METO/I0B
MeIMUIMHCKOI peaduIuTALMU, B TOM YHCJIe OCHOBAHHBIX HA HCII0JIb30BAHUHN
NPUPOAHBIX Je4yeOHbIX (PAKTOPOB

B macrosimee Bpemst Juisi  OOJBIIMHCTBA BHJAOB MEIUIMHCKON peaduiIvTanuu
OTCYTCTBYIOT ~KIIMHUYECKHE HCCIeNOBaHUs ¢ ydactueM mnammeHtoB c¢ [13. OObem
pPeadMIIMTAIIMOHHBIX MEPOIIPHUITHN OMPEAEISAeTCS CTENEHBIO BRIPAKEHHOCTH HEBPOJIOTHYECKOTO
nedunuTa U MPOBOJUTCS B CIIEHHUATH3UPOBAHHBIX JIe4eOHO-PEaOUINTAIIMOHHBIX OTACIECHUSIX 0
o0LIMM MPHUHIMIAM PeaOMINTALMU MAllMeHTOB ¢ HEBPOJIOTMYECKON MaTOJIOTHEH ¢ YUeTOM THUIIa
U 0cOOeHHOCTe 3a0051eBaHUS.

Pexomenayercst mHPOPMHUPOBATh MAIMEHTOB O 3a00JIEBAHWU, TICUXMUYECKUX PEAKIIMIX;
30HE OTBETCTBEHHOCTH B IIPOLIECCE JICYCHHS; CIOCO0aX KOMMYHHMKAIIMU C POJICTBEHHHKAMH,
MEAMIIMHCKUM TEPCOHANIOM; CIOCO0aX MOJNy4yeHUsl IOMOJHUTENbHON HH(OpPMAlUd O CBOEM
3a00JIEBaHUN WJIM COCTOSIHUU; CIIOCO0aX MOJYUEHHUs COLMATBHOU MOANEPKKH, YTO MPUBOTUT K
yIIy4IIEHUIO KayecTBa KU3HU U ucxoza 3adonesanus [4, 30]

YpoBens yoeautenpbHOCTH pekoMenaaiuii - C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIBCTB —
5)

PexoMenayrotcs ncuxooOpa3zoBaTellbHbIE MEPOTIPUATHS U TICUXOJIOTHYECKas MOIIEPKKa
(camMoIMarHOCTHKA MATOJIOTUIECKUX TICHXMUYECKUX PEAKIINi; CTIOCOOBI COBIIAIaHUS CO CTPECCOM;
OTCJICKUBAHUE B3aWMOBIUSHHS NICHXUYECKUX PEAKIUi M (QU3NIECKOTO COCTOSIHHSA), YTO MOXKET
paccMaTpuBaThCS KaKk OCHOBHOM MEXaHU3M TpaHC(OpMAIMHU CTPECCOBBIX COOBITUN B JIMUHBIN
OTIBIT, CITIOCOOCTBYIOIUIN COIUAIBHON U TICHXWYECKOW aJanTallid B YCIOBUSX 3a00lIeBaHUS U
neuenus [30].

YpoBens yoeautenpbHOCTH pekoMenaaiuii - C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIBCTB —
5)

PekoMenayercs TpOBOAWTH  MPHIENBHBIE  CUXOKOPPEKIIMOHHBIE  MEPONPHUSITHS
MICUXUYECKUX PEAKIIHi, aCCOIMMPOBAHHBIX C METACTATHUYECKUM TOPAKEHHEM TOJIOBHOTO MO3Ta
(peakmum 1Mo acTEHO-TPEBOKHO-ACTIPECCHBHOMY THITY, HAPIIMCCUYECKHAE PEAKIUU U Tp.), YTO
MPUBOJIUT K YMEHBIIICHHIO TPEBOKHOCTH, PACCTPOMCTB, CBSI3aHHBIX CO 30POBBEM, a TaKKe

MPUBOAUT K MOJIOXKUTEIbHBIM U3MeHeHusiM [30].
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VYpoBens yoenutenbHOCTH pekoMeHaanui - C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB —

5)

Hpoc[)m]aKTmca U JTUCITAHCEPHOEC Haﬁ.HIO)IeHI/Ie, MEAUIMNHCKHUC NIOKA3aHUA U
NMPOTUBOINIOKa3aHUA K IPUMECHCHUIO METOA0B HpO(l)HJIaKTI/IKI/I

B cBssu ¢ orcyrctBueM 53(QQEKTUBHOTO JI€UEHHS HEOOXOAUMBI MEPOIPHUATHS IO
npodunaktuke TpaHcMuccuBHBIX (opm I13. Ilo naHHBIM COBpPEeMEHHBIX HCCIEIOBAaHUM,
OCHOBHOHM myTh mpuoOperenus I13 — ymorpebnenne 3apaxkeHHo mmmiy. CyuTaercs, 4TO
IPUOHBI MPUCYTCTBYIOT B MOYE, CIIOHE M JPYIMX OMOJOTMYECKHX KHIKOCTAX, U TKaHAX
OpraHu3Ma, a TaKXe MOTYT JIOJIT0 COXPAaHATHCA B OKpPY)KAWOIIEH cpele B MOYBE M OCTAHKAX
JKUBOTHBIX.

3apakeHHe NpPUOHAMHM MOKET IPOU3OWTH TPU HCIOJIB30BAHUM HECTEPHUIIbHBIX
XUPYPrU4e€CKUX MHCTPYMEHTOB. [IpHOHBI HE BOCHPUMMYMBBI K CTaHJIAPTHBIM MeETOJaM
Ne3UH(EKINH, TTO3TOMY MOTYT IMpPEACTaBIATh ONACHOCTh ISl PYTMX MAllMeHTOB U XUPYPrOB,
MaTOJIOTOAHATOMOB HJIM JIA0OPAaHTOB, KOTOPHIE KOHTAKTHPYIOT C 3apa)KEHHBIMH TKAHSIMH WU
UHCTpyMEHTapueM. MeauiuHcKkue paOOTHUKH, KOHTAKTHpPYIOIIME C  OHOJOrMYeCcKUMU
JKUJKOCTSAMHU M TKaHSMU OOJIbHBIX C mojo3peHueM Ha [13, gomxHBI paboTath B CpeCTBaxX
VWHAVBUAYAJIBHON 3alUTHI, IO3BOJISIIOIIMX IOJHOCTBIO HCKIIOYUTh KOHTAKT 3apakKEHHOTO
MaTepHaia co CIM3UCTBIMU 000JI0UYKaMHU.

[IproHBl yCTOMYMBBI K BO3JIEHCTBHIO NPOTEA3, BBICOKOW TEMIEPATYPHI, paJdalld M
00paboTke (popMamMHOM, XOTS 3TH MEPHl U CHIKAIOT UX uHPekTuBHOCTH [40]. TIpoBoasTcs
UCCIICIOBAaHUsSI C NPUMEHEHHEM T'€HHO-MOAU(DUIMPOBAHHBIX OPraHU3MOB, B YAacCTHOCTHU
JPOXOKEBBIX TPUOKOB, a Takke psjfa OakTepUalbHBIX IITAMMOB JUIl (epMEHTHPOBAHHOM
O6MoTpaHCPOPMALIMU OPraHMYECKUX MHIIEBBIX OTXOJO0B (B TOM YMCJE COJEpXKAIUX MPUOH —
BO30OyaHTENb CKpernu oBer) ¢ 3hdEKTOM penyrupoBaHUs MPUOHHOW AaKTUBHOCTH M, Kak
CJeICTBHE, MPOMUIAKTUKY TOBTOPHOTO 3apayKEHHUs )KUBOTHBIX U JTIOEH [42].

buonornueckass 06e30MacHOCTh OHOIpENapaToB Ha OCHOBE TKaHEH J>KUBOTHBIX OT
3arpsA3HEHUs] TpPUOHAMU O0ECHEeUMBACTCA CIEHUAIBbHO pa3pabOTaHHBIMU  IPOIETypaMH,
COOTBETCTBYIOIIMMHU TpeboBanusim EBporeiickoro meauimuackoro arenrcrsa (Guideline 410/01
Rev.2), a Taxke TpeboBanusiM EBporneiickoit ¢papmakoneu (Eur. Ph. 7.0, 01/2008:50107, m. 5.1.7
«Bupycnas 6e3omacHocts» u Eur. Ph. 7.0, 01/2008:50208, n. 5.2.8. «CHmxeHue pucka
3apak€HUs] JKMBOTHBIX BUPYCOM TyOuaToil »HuedaisonaTuM dYepe3 4YeJOBEYECKHE U

BETEpPUHAPHBIE JIEKAPCTBEHHbBIE MPENapaThl») K MUHUMHU3ALUN PUCKOB IMepelayl MPUOHOB uepe3
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q)apMaKOJ'IOFI/I‘ICCKI/Ie OpOAYKTBI, MNPECAHA3HAUCHHLIC [JIsI 4YCIOBCKAa W HCIIOJLB30BaHUSA B

BeTepuHapuu [43].

Oprannsaunﬂ OKa3aHusd MeIlHIIMHCKOﬁ nmoMomu

MenuuuHckass TOMOIb, 32 HCKIIOYEHMEM MEIUIMHCKOM TMOMOIIM B  paMKax
KIIMHUYECKOW arpoOainu, B COOTBETCTBUU ¢ deaepaibHbIM 3aKk0HOM OT 21.11.2011 Ne 323-®3
(pen. Ot 25.05.2019) «O6 ocHOBax oxpaHBI 370pPOBbs I'paknaH B Poccuiickont Denepanumy,
OpraHM3yeTCsl U OKa3bIBAETCSA:

— B COOTBETCTBHH C IOJOKEHUEM 00 OpraHW3aIlui OKa3aHHs MEIUIIMHCKOW MOMOIIH 10
BUJIaM MEIIUIIMHCKOHN TIOMOIIIH, KOTOPOE YTBEPIKAACTCS YIIOTHOMOYCHHBIM (eIepaIbHBIM
OpraHoOM MCIOJIHUTEILHOMN BJIACTH;

— B COOTBETCTBUU C TMOPAJKOM OKa3aHUA TMOMOIIM MO NPOPUIsIM «HEBPOJIOTHUS,
«IICUXUATpUs», O00sM3aTeNbHBIMU JJI1 HWCIONHEHUsT Ha Teppuropun Poccuiickoii
®denepanny BCEMU MEIULIMHCKMUMHU OPTaHU3alUsIMHU HA OCHOBE HACTOALIMX KIMHUYECKHUX
PEKOMEHJALIHM.

[lepBuunas crnenualu3upoOBaHHAs MEIUKO-CAaHUTapHAs IMOMOIIL TnarueHtam ¢ [13
OKa3bIBACTCSI BPAUOM-HEBPOJIOTOM M MHBIMH BpauaMU-CIICIIHAIUCTAMU B TIOJIUKJIMHUKE TIO MECTY
JKUTEIbCTBA.

B cnydae manudecranuu HEBpOIOTHYECKONW CUMIITOMATHKHU WUJIM B CIy4ae €€ pa3BUTHS B
IIPOLIECCE JIEYEHUS MAIlMEeHT JI0JKEH ObITh OCMOTPEH BPadyOM-HEBPOJIOTOM (HEHPOXUPYProM) ¢
MOCJEAYIOIMM HampaBjieHneM Ha npoBeneHrne MPT rojioBHOro mMosra ¢ KOHTPACTUPOBAHUEM
(umu KT romoBHOro Mo3ra ¢ KOHTPAaCTUPOBAHUEM B Clydyae HaJU4Ms MPOTHUBOMOKA3aHUU K
nposenenuto MPT).

B ciydae KIMHUKO-PEHTTCHOJOTHYECKOTO TMOAO3PEHUST WM moarBepxkacHus [13
MAlMeHTOB TIEPEBOISIT WM HANPABISIIOT B MEAWIIMHCKUE OpPTaHW3aIlMH, OKAa3bIBAIOIINE
MEAHWIIMHCKYIO TOMOINb MAalUeHTaM MO0 TPOPUII0 «HEBPOJOTHUSN», (IICUXHATPUSN», IS
ompesieNieHus] TaKTUKH JIYCHHS W HEOOXOJAMMOCTH TPUMEHEHHUS JIOIMOJHUTEIBHO IPYTUX
METO/IOB TMarHOCTHKH U JICUCHUS.

Cnenunanu3upoBaHHasi, B TOM YHCJI€ BBICOKOTEXHOJIOTMYHAS, MEIUIIMHCKAs TTOMOIIIb
nanpentam ¢ [13 oka3piBaeTcsi BpayaMu: HEBPOJOTOM, IICHUXHATPOM B MEAMIIMHCKUX
OpraHM3aIMsaX, HWMEIOIUX JUIEH3UI0, HEO0OXOJUMYI0 MaTepHaIbHO-TEXHUYECKYI0 0a3y,
cepTU(UIMPOBAHHBIX  CIEUUANIMCTOB, B  YCIOBHMSIX  CTaloHapa  (JHEBHOTO  WJIU

KPYTJIIOCYTOYHOI0) M aMOYJIaTOPHBIX YCJIOBUSAX M BKIIOYAET B ce0s TMAarHOCTUKY, MaJUIMaTUBHOE
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W/WIM CUMITOMATHYECKOE JICYeHNE HEBPOJIOIMUECKHUX paccTpoiicTB y manueHnToB ¢ [13, a takxke

MEIUIUHCKYIO PeadHITUTALIUIO.

Ilocne 3aBCPUICHUA  KaKAOI'0 3dTana CICHUAIM3UPOBAHHOIO JICUCHUA  MMAUCHT

HanpaBJIACTCA ¢ pPCKOMCHIAIUAMHA Ha aM6y.]'IaT0pHBII71 JTall.

Iloxazanuem U ToClIUTAJIM3al B MCAUIIMHCKYIO OpPraHU3alui0 B BKCTpeHHOﬁ 0048

HEOTJIOXKHOM (hopMme siBisieTCs:

IPOTPECCUPOBAHIE HEBPOJOTHYECKOTO Ae(PUIIUTa C COOTBETCTBYIOIIEH KIMHHUYECKOM
CUMITOMATUKON, TpeOyromel OKa3aHWs MEIUIMHCKONH TIOMOIIM B OKCTPCHHOW W
HEOTJIOXKHOU popme;

MOSIBJICHHE TICMXOTHYECKONM CHMITOMATHKH, TpeOyrome oKa3aHus MeIUIUHCKON

MOMOIIH B SKCTPEHHOU U HEOTJIONKHOU (hopme

[TokazaHueM I TOCTIUTAHM3AINHA B MEIUIIUHCKYIO OPTaHU3AIMIO B IUIAHOBOH (hopMme

ABIIACTCA:

HEOOXOAMMOCTh  BBITIOJIHGHHS  CJIOKHBIX ~ HMHTEPBEHIIMOHHBIX  JHArHOCTUYECKUX
MEIMIIMHCKUX BMEIIATENIbCTB, TPEOYIOMIMX MOCIEAYIONIETO HAOIIOICHUS B YCIOBHUSIX
KPYIVIOCYTOYHOT'O WJIA THEBHOTO CTAIllMOHAPOB;

HAJIMYHUE MTOKA3aHUN K CHEIUAM3UPOBAaHHOMY JICUEHUIO (JIEKaPCTBEHHOE), TPEOYIOIIEMY
HAOIIO/IEHUS B YCIOBUSX KPYTJIIOCYTOYHOTO WJIM JTHEBHOTO CTAI[MOHAPA.

[TokazaHueM K BBIIIMCKE MALIMEHTA U3 MEAULIMHCKON OPTaHU3ALUU SBIISETCS:

3aBEpIICHUE Kypca JICYEHUs WM OJHOTO M3 ATAllOB OKA3aHMs CIEUaTU3UPOBAaHHOM, B
TOM  YHUCJIE€  BBICOKOTEXHOJOTHMYHOW, MEIMUIIMHCKOM  TMOMOIIM B  YCJIOBHAX
KPYIJIOCYTOYHOTO WJIM JHEBHOTO CTAIMOHAPOB IMPHU YCIOBUSX OTCYTCTBUS OCIIOKHEHHUI
JedeHus, TpeOylIIUX  MEIUKAMEHTO3HONW  KOPpeKIMH  W/WUIM  MEIULIUHCKHUX
BMEILIATEIbCTB B YCJIOBHAX CTAallMOHApa (KPYIJIOCYTOYHOTO UM THEBHOTO);
JOKYMEHTAJIbHO  3apEeTUCTPUPOBAHHBIA  OTKAa3 TNalNMEeHTa WM €ro  3aKOHHOTO
MPEACTABUTENS OT CIHELUAIU3UPOBAHHOM, B TOM YHMCJIE BBICOKOTEXHOJIOTUYHOM,
MEJIUIIMHCKON MOMOIINM B YCIOBHUSX KPYTJIIOCYTOYHOTO WJIM JHEBHOTO CTAllMOHAPOB,
YCTaHOBJICHHOM KOHCHJINYMOM MEIUITTHCKOHN OpraHU3alNu, OKa3BIBAIONIEH
OHKOJIOTHYECKYIO [IOMOILb

HEOOXOJUMOCTh TEpPeBOJa MAalMeHTa B JAPYTry0 MEAWIHUHCKYIO OpraHU3aIuio I
COOTBETCTBYIOIIEMY TPODUII0 OKa3aHWs MEAMIIMHCKOW TIOMOIIU. 3aKII0YCHHE O
[EJIeCO00Pa3HOCTH TIEPeBOja MalMeHTa B MPOPWIBHYI0 MEIMIIMHCKYIO OpraHU3aIlUio
OCYILIECTBIISICTCS TOCTE MPEABAPUTEILHON KOHCYJIbTAIMM IO MPEIOCTABICHHBIM
MEIUIIMHCKUM JOKYMEHTaM W/WIM JaHHBIM TPEIBAPUTEIHLHOTO OCMOTpa TMaIlMeHTa
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BpayaMu CHEUUAIUCTAaMU MEAUIMHCKONW OpraHu3alud, B KOTOPYH IUIAaHUPYETCS

IIEPEBOI.

MenuiuHCKie TpOIeayphl, KOTOpbIE MOTYT OBITh OKa3aHbl B pPaMKax IEPBHUYHON
CHEIUAIM3UPOBAaHHON MEIUIMHCKON momouu (T. €. amMOylaTOpHO) MOJ KOHTPOJEM Bpaua-
HEBPOJIOTa: OpraHu3alys KOHCYJIbTalui Mpo(UIbHBIX Bpayeil-ClelIMaaucTOB; HApaBICHUE Ha
nposenenue KT, MPT, II9T npu Hanuuuu nokazaHuu.

IIppu orcyrctBUM B MEOULMHCKOM  OpraHU3allMM  BO3MOXHOCTH  IPOBEACHUS
pEeKOMEHJlyeMOoro o0beMa MEOUIMHCKOM momomu nanueHTam ¢ I3, pekomenayercs
BOCITIOJIB30BaTbCA CUCTEMOM MapUIPYTH3alMM B APYrde MEIULIMHCKHAE OPraHu3alud, B TOM
qucie 3a mpenensl cyObekTa ¢eaepanuu, B TOM 4HCIe B (enepaibHbIE HEHTPHI, UMEIOIIHNe
COOTBETCTBYIOLIYIO OCHAILIEHHOCTD U KaJIPBI.

Knunuyeckne pekoMeHIalMy HE IMO3BOJSIOT OMKMCAaTh BCE MHOroodOpasue pealbHOM
KIIMHUYECKOW TMPAKTUKH M OXBATHIBAIOT JIMIIbL HauOoJee 4YacThble U THUIOBBIC KIMHUYECKUE
cuTyanuu. EcnM IpakTUKYOIIMM Bpad WIM MEAULUHCKAs OpraHu3alus CTaJKHUBAaeTCs C
KIIMHUYECKOW CUTyaluel, HE HWMEIOIEH COOTBETCTBYIOIIETO OTPAKEHHS B HACTOSIIECH
KJIMHUYECKOW PEKOMEHJIalluM, PEKOMEHIYETCSI BOCIOIb30BATHCS CHUCTEMOM TEIEMEIULMHCKUX
KOHCYJbTAlM WJIM MapumipyTuzauuu B ¢eAepalbHble W HAIMOHAJIbHBIE MEIUIIMHCKUE
MCCIIEI0BATENbCKUE LIEHTPBI U1l YTOUHEHHS TAKTUKY JICUEHUS.

BrisiBreHNEe KIMHUYECKUX CUTYallUd WM OOOCTpPEHHME COMYTCTBYIOLIEH MaTOJIOTUH, HE
OTHOCALIEHCA K MPOQUIIO yUpexXIeHUs,, KOTopasi MPEnsTCTBYeT MPOBEJICHHUIO JTAHHOTO 3Tara

JICUYCHUA, Tpe6yeT MapmpyTu3aluvu B HpO(I)I/IJ'ILHBIe MCIUIIMHCKUC OpTraHnU3aluu.
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