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NMpnoHHbIE 60s1e3HMU
UcTopuueckas cnpaBKa

N3yuyeHne c 1933 r 6one3Hen oBel 3aBe3eHHbIX u3 F'epMaHunm Ha 0.
UcnaHausa , 1954r — 3asepuieHme B. Sigurdson noapo6bHoro
nccneanosaHua 6onesHun osew “"ckpenu”’-nouyecyxa
BBeAeHMe TepMMUHA "MeasieHHble uHdekumn”

1957r. D.C.Gajdusek u V.Zigas 06HapyXuam n onucasam HoOBoe
3aboneBaHue cpeamu nanyacos-kKaHHM6anoB (Kypy), CX0XXecCTb
naTomMmopgosiorniueckon KapTuHbl ¢ 6one3Hbio Kpentudenbaa —Akoba

B 1959 r. Yunbam Xagnoy o6patun BHUMaHUe Ha HEKOTOpOe CXOACTBO
CMMMNTOMOB CKpP3Mnu OoBeL U OQHOIo U3 peaKnX U 3K30TUYHbIX 3aboneBaHumn
yenoBekKa - Kypy, unu "cmeroienca cMepTu”, Kak Ha3bIlBalOT 3TOT HEAQYr XUTenu
HoBoun 'BuHen

1960r. B.Sigurdson o6Hapy>XMBaeT, UTO oAHAa U3 TUNMUYHbIX MeQJ/IeHHbIX
nHdeKLni oBeL, —BUCHA Bbi3blBa€TCA BUPYCOM
1960 - 1980 —OTKpbITUE BUPYCHOMN 3TUOJIOrMK NOAOCTPOro CKEpo3MpyroLlero
naHs3Huedanuta gerein (BUpyc Kopm)
BbiBO ~-MHOIrMe BUPYCbl-BO36yauTenu ocTpbix 3abonesaHmim npum
onpeaeneHHbIX YCJI0BUSIX CNOCO6HbI Bbi3biBaTb B OpraHUM3Me MeAJ1eHHbIN
MH(hEKLUMOHHbIA Npouecc



XapakTepucTtuka measieHHbIX nHdekuumn (MW)
( B.Sigurdsson 1954 )

MpopomxkutenbHblii (Mecsubl U roabl) MHKY6aLMOHHbBIN nepuoa

MepasieHHO NPorpeccupyroliMm XapakTep Te4YeHus
Heo6bIYHOCTb NOpPaXXeHns OPraHoB U TKaHeun
Hen3b6exxHOCTb CMepTeNibHOro ucxoaa

C 1954r po 1985 HakanAMBanMCb fgaHHble 06 ocobou rpynne MU
yesioBeKa M XXMBOTHbIX NAaTOMOP(0/1I0rMuecKkn NposiBASIOLMECS TOJIbKO B
nopaxeHmuu LLULHC c ¢popMmupoBaHunem
“rybkoobpasHoro" cocTosiHMsl BellecTBa roJIoBHOro Mo3ra
( MOXXeT conpoBoOXAaaTbhbCs o6pa3oBaHMeM aMUIONAHbIX bnsilek n
BbIpa>X€HHbIM rJIM0O30M)

CBoeobpasune naroMopgonornyecKkom KapTuHbI onpeanenvno
Ha3BaHue BCeW rpynnbl 60ne3Hen
- “TpaHCMUCCUBHbIE rybkoo6pa3Hbie 3HUedanonatun” (Tra)

TpaHCMUCCUBHOCTb rybk006pa3HbIxX n3MeHeHuM ToNbko B LLHC
SAIBZIIETCA UX NAaTOrMOHUYHbIM NMPU3HAKOM



CsouncrBa Bo36byautena T

Csovicrea Bo3byautens TI'3, cXogHble C U3BECTHLIMU BUPYCaMU

Cnoco6eH npoxoauTb Yepes 6akTepuasibHbie PUbLTPbLI C
AvamMeTpomMm nop ot 25 oo 100HM

He cnocobeH pa3sMHOXaTbCAA HA UCKYCCTBEHHbIX NMUTATEsIbHbIX
cpepax
BO3MO)KHa NepCUCTEHLUS B KYJIbTYpPe KJ1IETOK, NOJZIyYEeHHbIX U3 OpraHoB
M TKaHeW 3apakeHHoro opraHu3Mma ( Gajdusek D.E. 1985)

NMeeTca cneuncdunyeckuin Kpyr xo3seB A1 AaHHOIo WramMma
BO36yauTtens
CsovictBa Bo36yautens T3, OT/INYHbIE OT U3BECTHbIX BUPYCOB

YCTOMUMBOCTDb K AeUCTBUIO (popManbaermaa, rnyrapasbaeruaa,
Hykneas, HarpesaHus 0o 130 rpagycoB, MOHU3UPYIOWEN paauaLnum,
YO nyuen, ynbTpasByKa

CBoeob6pasHblie CBOMCTBA Aia/IM OCHOBaHMe paccCMaTpuBaThb
Bo36byautenen Tl kak “Heob6bluHbIEe” BUPYCbI, B CBA3U C YEM
MeasieHHble nHdeKUuMn CTanum noapasaensatb Ha Bbi3biBaeMble
06bI1YHbIMM M Heob6bIuHbIMK BUpycamMm (Gajdusek D.E. 1985)



HoBbIn Knacc MHpeKUMOHHbIX YacTul,
FIVLLEeHHbIN reHeTU4YeCcKoro matepumana

1985r. C.lMpy3nHep nonyumn M3 MoO3ra XoMsKa
3apaXeHHOro ckKkpenwu Oe3HYKNenHOBbIN
HU3KOMONEKYNSAPHbIK 0OenoK, KOTopbiM OH Ha3Ban
MH(PEKUNOHHbLIN NMPUOHHbLIN 6€eNMOoK — NPUOH

PrP - npuWOHHbLIN Genok
PrPSc — nHdpeKUMOHHbLIN NPUOHHbLIN OernokK

PrPc - HeMH(EKUMOHHLIN NPUOHHLIN DenokK
PRNP - reH, kKognpyrowmmn cCUHTE3 KNEeTO4YHOro NpUMOHHOro

Oernka B opraHM3mMe 4enoBeKa, JIoKanm3oBaHHbIU Ha 20
XpomMmocome



NMockoNbKY 6b1J10 NOKa3aHO, UTO MH(EKLUMOHHbIAN NPUOHHBLIX 6enok
OT/INYaEeTCA OT O6bLIYHOr0O TPETUUYHOM CTPYKTYPOMU, T.€.
KOH(hOpMaLIMOHHO, BCKOpE NOosSiIBUJ1I0Cb HOBOE MNOHAITUE -
“koH¢dopmaumnoHHble 6one3Hn” (Carrel R.W.)

3TUM TEPMUHOM CTaJim 0603Ha4aTb 60ne3HK, Bbi3biIBaeMble

M3MEHEHMEM TPETUUYHOMW CTPYKTYpbl 6eNKOB, T.€. HapyleHueM

MCXOAHON NPOCTPAHCTBEHHOM OpraHnM3aunn 6en1KOBbIX MOJIEKY/
CBOMCTBEHHOMW 340POBOMY OpPraHU3MY.

“KoHdopmMmaLmoHHble 60/1e3HN" XapaKTepu3yLoTCS TEM, 4YTO
BC/leACTBME U3MEHEHUSI KOHCTUTYTUBHbIX 6enkoB, oHu (6enkun) MoryT
NnpPeBpaTUTbLCA U3 XXKU3HEHHO He06XxoAMMbIX B CMepTesibHO ONnacHble U

Bbi3bIiBaTb (paTasibHble 419 OpraHu3ma nocsieACTBus.

“KoHthopmaunOHHBbIe Oeriku — 6enKu, y KOTopbIiX B pe3ynkrate USMeHeHUU
TPETUYHOU U AaXe YeTBePTUYHOMU CTPYKTYPbl MEHAKOTCA HEKOTOpPbIe cBoUCTBa “
(Prusiner S.,1996)



Pa3zBuTne MeaAnLHCKOU BUPYCOJIOrMAU U MOJIEKYJISSPHOM
6uosiorMn NO3BOJINNIO cAeNnaThb CieAyoLwmy war B
M3yuyeHuun MeasieHHbIX Hdekumn B nepmuop ¢ 1985 no
1997rr (Oesch B., Prusiner S.B.) n Teopusi "HeoOb6bIYHbIX
BUPYCOB” 6bl/1a OKOHYaTE/IbHO ONPOBEPrHyTa.

AmepukaHckum oumoxumuk Prusiner S.B. B
1997r poka3sar, YTO UH(PEKUUOHHbIN areHT
cKkpenu aBnsaeTca MmoanpnuupoBaHHOMN
ns3ocdopmonn HopmaribHoOro doenka
opraHmama xo3siMHa, KogupyemMmoro reHomMom
OopraHu3ma Xo3siuHa U He COAEepPXUT B
CBOEM cocTaBe HYKNeUHOBbIX KUCIIOT.
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Prusiner S.B. Ha3Basn 3ToT UHPEKLUNOHHbLIN areHT MPUOHOM
(oT aHrn. cnoBoco4yeTaHus
“protein only infectious agent”)



Takum obpa3om, ObIN ugeHTUPUUMpoBaH HOBbIN
Kracc MH(PEeKLUMOHHbIX areHToB,
N 3Ha4YeHue 3TOro OTKPbITUA CONOCTaBUMO MO
CBOEN BAXXHOCTU C OTKPbITUEM MMUPA MUKPOOOB U
BUPYCOB.

Bbina oTKkpbiTa NPpUHUMNMANBLHO HOBas rpynna
3TUONOrMYeCKUX areHToB MHMWEKLUOHHbIX
Oone3Heun yenoBseKka U XUBOTHbIX, He
Hy>XOaroLwWwmuxcs Ana penpoaykumm B HyYKNenHOBbIX
KMCrioTax, a UCNnonb3yroLWmUX Ans
BOCMNpoOn3BeAeHUsA reHbl N 6enku
UH(PULUPOBAHHOIo opraHM3ma



MepneHHble nHdpekumn LUHC — rpynna
MH(PEeKUMOHHbIX OOorie3Hen YenoBeKa u
XXUBOTHbIX, Bbi3biIBaeMbIX BUPyCaMU U
NMPUOHaMM, XapaKTepU3yrLWNXCA MeasfieHHbIM
nporpeccupyrowmm nopaxeHimem LHC,
NPUBOASLLUM K JfleTarilbHOMY UCXOAY.

[lo aTuonornyeckomy npmusHaky Bce
MeAarieHHble UH(eKUunn pasgenaloT Ha ABe
rpynnoi:

- Bbi3BaHHblIe BUpPYyCaMu;

- Bbi3BaHHble 6berikamu (MpuoHamu)



NMpuunHbI BO3HUKHOBEHUSA NPUOHHbIX 601e3Hen

1.ComaTtnyeckaa mytauma PRNP vwnau cnoHTaHHasA
KoHBepcus PrPc B PrPSc npu cnopagunuyeckmx
NMPUOHHDbIX 60/1e3HAX

2. Mytauusa PRNP npu HacneacTBeHHbIX MPUOHHbIX
6onesHaAx

3. KuBa3ua PrPSc B cny4yae npmobpeTeHHbIX
NMPUOHHDbIX 60N1e3HAX



Mpouecc HakoneHUs MoJsieKys1 UH(PEKLIMOHHOr O
npuoHHoro 6enka RS <
(“3aTpaBouyHas moaenn”) f PR <

pacTyuias

- nonnMepw
49 n

TpaHCcreHHble MbIWU, Y KOTOpbIX oTcyTcTBOBan reH PRNP (Mbiwn HoK-ayT), pasBuBanucb u
YyyBCTBOBanu ceba HopMasribHO, 3a UCKJTFOYEHMEM U3MEHEHUS LUPKaaHbIX PUTMOB U
ANeKTPOoMPN3NONOrniYecKnxX nokasareneun, HO 6bININ MNONHOCTLIO PE3UCTEHTHLI K areHTy TI9,

4YTO HEOMNpPOBEePXMMO AOKa3biBano Heo6xoaAMMocTb akcnpeccuu PrP B opraHusme xo3siuHa
ANSA pa3sBUTUA NaToONOrM4YeckKoro npouecca




CKopocCTb penpoaykumv npmoHoB

KoHBepcusa HopManbHOro 6enka PrPc cBsizaHa Cc ero cuHTe3oMm. B
TeuyeHue 1y B kneTke obpasyercs ot 40 oo 400000 monekyn PrPc

Y106b1 3aNyCTUTb MH(PEKLIMOHHDbIX NPOLIECC AOCTAaTOYHO HECKOJIbKUX
AEeCATKOB
MOJIeKyZ1 MH(PEKLUMNOHHOIro NpPUoHa.

ANMTenbHOCTb MHKY6AaLMOHHOIO NpoLecca NPUOHHbIX UH(PEeKLUN
obycnosneHa nHuuMpyowen 030U U CKOPOCTbIO CUHTE3a
MH(EKLUMOHHOro NpUoHHOro 6enka c B knetke (500-1000 MoneKyn B CYTKH,
500000 B roa)

9TO HEM3MEepMMO MEeHbLUEe N0 CPaBHEHUIO CO CKOPOCTbIO Pa3MHOXKEeHUSA
6akTepuit n Bupycos (MHOrMe MUWUJIMOHbI YacTUL B TeYEeHUe 4YacoB)
Oda)xe Cc yueToM penpoayKumm NpMoHOB B reOMEeTPUUYECKON Nporpeccuu,
4YMCJ10 MHPEKLUMOHHBbIX MOJIEKY, 06pa3yroLMXCs B TeYeHMe roga HUMTOXKHO
MaJ10 MO CPAaBHEHUIO C KOJINYECTBOM HEMPOHOB B N0JIOBHOM MO3re YyesioBeka
(npub6nusutenbHo 1048 HEMPOHOB).



CxemocTrHHeckoe obsamHoe M3obpaxeHnmne CTRYKTY Pl NpHMoHa nabo-

PATOPHOM MbiluM, Bnepeble npegcrcenedHoe Marhin Billeter and Ro-
land Riek 8 1996 rogy vHa crpanmuax xypHona "Noture”
www.mol.biol.ethz.ch




NMpeanonaraeMoe U3MeHeHue XapaKTepa yKiaaKu nosavnenTtuaHou
Lenu npuv npespaLleHnm
6enka PrPC (a) B npuoH PrPSc (6)

(a) ©




[MpnoHHLIE Oone3Hn YenoBeka

B HacTosiLlee BpeMA K HUM OTHOCAT 4 Oone3HU YyerioBekKa:
bone3Hb Kpenudenbpa—Akooa,
Kypy,
cuHapom NepctmaHHa — LUTpeyccnepa — LllenHkepa

n paTanbHyr0 ceMenHYy UHCOMHMUIO

(3aBanvwuvH U A n ap., 1998)



Tabnuua 1

[TpMOHHbIE DONE3HU YenoBeKa n KUBOTHLIX

HasBaHue 6onesHu ECTecTBeHHbIH X03AUH
bonesxs Kpentydenbara— rkoba Yenosek

Cuxgpom lepctmanHa—LlUTpeyccnepa—LllenHkepa Yenosex

Kypy Yenosek

daranbHas cemenHas HeccoHHuya Yenosek

Ckpenu OBUbI W KO3bI
[ybKoobpa3sHas aHUedanonaTus KpynHoro KopoBbl 1 ObIKK
POraToro cKoTa, U «KopoBbe BeleHCTBOY

TpaHCMUCCHBHASA 3HUEManonaTns Hopku
[y6koobpasHasa sHuedanonaTus Kowwku

XpOoHWYeckas usHypsowas bonesHs Onexn u nocu
[ybkooBpasHan aHUedanonaTns AHTUNONDBI 1 BONbLWOW KYAY

AK3OTUYECKUX XKUBOTHBIX



[[aHC ['epxapa
Kpentudenosar
(1885—1964)

Cnopaaudeckan 6one3Hb Kpeutudenbpara-
Akoba (cbKA)
Cnopaguyeckumm Ha3bIBaKOT OTAENbHbIE,
pa3poO3HeHHble, ANUAEMUOSIOrMYECKUN He
CBsi3aHHble HWN C YCTAaHOBMEHHbIM OOLUM
UCTOYHUKOM, HU C onpeaeneHHbIM eAUHbIM
nytem unu dpaktopom nepegayu
Bo3oyauTena bKA.
BKA - pegkoe, (patanbHOe 3aboneBaHue
pacnpocTtpaHeHHoe BO BceM mupe. Oouwan
ronoBasl YacToTa 3Toro 3aboneBaHus
oAuMHaKoBa BO BCEM MuUpe 1 coctaBnsieT
0,3-1 cnyyan Ha 1 MITH. XUTenemn.

3aboneBaHne OoObLIYHO perucTpupyeTcsi B
cTapLuen Bo3pacTtHou rpynne- 60-65 ner.
CpeaHee NpoaoINKUTENbHOCTb XXU3HU C
MOMEHTa NoABIIeHUA NPU3HaKoB 6orne3Hu 8
MmecsaueB, 90% 60onbHbIX yMUPAKOT B TeYeHUue
nepBoro roga 6onesHu.



NMpoapomMasnbHble CUMNTOMbI OTMevaroTcay 1/3
60/1bHbIX
3a HECKOJIbKO Heaenb Uin MecsilueB A0 NosiBJ/IeHUs
KapavuHanbHOro npusHaka bKfl — nporpeccupytouien
AeMEeHLUUM: aCTeHMs, HapylueHue CHa M anneTuTa,
noreps nmbupo.

[NepBble NpPosABJIEHUA:
3puTesnbHble HapylwleHUsi, MHoraa 3aboneBsaHue
Ae6broTupyeTr MO3)XXe4KOBOU aTaKCUEMN.

YsieHbl ceMbu 3a60neBLUEero 3aMme4yaroT U3MEHEHUS B
noseaeHmn 601bHOro B BUAe anatum, napaHoum,
AernepcoHanmn3aLum, 3SMOLMOHAJIbHON 1IabUIbHOCTH



KnaccmueckuMm KIMHU4YeCcKuM npossneHueMm bKSA

AIB/ISETCA nporpeccupyrowlan geMeHyus
(VHTennekTyanbHblEe U NOBeAeHYeCKne HapyLueHus,
KOTOpble 6bICTPO HapacTaroT)

Ha 93I BbISsBNAIOTCA TUNUYHbIE NepuognyecKkue
KOMIJIEKCbI.
B CrIMHOMO3roBOM XXUAKOCTU He BbISIB/IIETCA NPU3HAKOB
BOCNaJsZieHUs

AnuaeMmosiormyecKkme nccnegoBaHus NOKasasim, UTo cyyam
nporpeccupyrouiein AeMeHUnn B COUeTaHuM Co cneayrommmm
cuHapoMmamm (2 wnum 6onee):

MMOKJIOHYCOM, KOPKOBOM CJ/IENOTOU, MMPAaMUAHOMN, SKCTpanMpaMUaHOMH
WM MO3)Xe4YKOBOM HeAOCTaTOYHOCTbIO, TUMNUYHBIMU NU3MEHEHUSMMU
ccly
(aByXx- Tpexcda3Hble OCTpbie BOJIHbI C HacTOTOM 1-2 B cekyHAay)
npaKTU4YeCcKu Bceraa npm natoMmop@dosiorm4ecKoMm nccneaoBaHmUm
OKa3blBaloTCca cnyvyaamu bKA



HacnepacreeHHble NPUOHHDbIE 601€3HMU
O6Hapy)xeHo 6onee 15 Hanbonee n3yuyeHHbiX MyTalui B reHe,
KOAUPYIOLLUEM KJ1IETOUYHbIA aHAIor MPUOHOB, B CBA3MU C YEM He Bbi3biBaeT
COMHEHMSI HacneACTBEHHas npupoaa psaa 6onesHen yenoBeka CBsA3aHHas C
myTtayuamm PRNP.
CemenHble (HacneacTBeHHbIe) cnyyan BKA
BHOBb BbifiIBJIEHHbIN ciiydyail BKHl OTHOCAT K CEeMeUHbIM TOJIbKO TOraa,
korga nonobHoe 3abosieBaHne npexae 6b1710 YCTAaHOBJIEHO B 3TOM XXe CeMbe Y
OAHOro U3 6smxannxX poacTBeHHUKOB (HanpuMep, y oTua, MaTepym M T.1.).
CemenHble cnyyan BKS coctaBnarot npuMmepHo 10-15% ot Bcex
perucTpumpyemMsbix csiyyaes. 3aBUCMMOCTU NOpPaXXeHUs OT NnoJsia, BO3pacTa,

NPUHAAJIEIKHOCTU K OTLLIOBCKON U1 MaTEePUHCKON JINHUMN He YCTAaHOBJIEHO.
B cnyyae cemenHoun BKA perncrpupyrorca mytaumm B kogoHax 178, 200 PRNP.

MyTtauua B 178 koaoHe npuBoauT K bKA Tonbko B TOM cnyvyae ecnu B 129-Mm
nosioxxeHun (nokyc nonmmopcpunsma)* mermoinH (Mer) 3aMmeHsieTcsa Ha BaJIMH
(Ban).

3TO AOKa3bIBAET, YTO reHeTuYeCKn nonmMmopcpunsm B 129-m KogoHe
PRNP, koaupyroieM METUOHUH U /WX BaJIMH MOXXET BJIMSITb Ha SKCNPECcCUro
myTauum B PRNP 1 onpeaensitb KnMHNYeECKue otanums 6onesHu.

NMoka3aHo, UTO B C/lyyasix 06ycnoBsieHHbIX AAHHOW MyTauUuen
OCHOBHbIE NpU3HaKu 6os1e3HM pa3BuBaroTca meaneHHee (20 mecsiueB),
3aboneBaHue nposiBnsierca B 6os1ee paHHeM BO3pacTte, a KapTtuHa 3 He
Bceraa tTunuyHa ansa bKAl.



FonoBHOW MO3r YyenoBeKka, NnorMoLwero ot
o6one3Hu Kpentudenbara-Akoda. BugHsbl
sfiBHble naToMmopdonornyeckme N3MeHeHus:
YMeHbLleHne o6 bLema n Mmaccbl MO3ra,
WCTOHYEHUE U3BUIIUH NOSyLUapUN
GonbLworo Mo3ra, NpenmyLecTBeHHO
NOOHBLIX U TEeMEHHbIX O0oNen co
3Ha4YnUTeNbHbIM pacluupeHuem 6opos3a B
aTux obnactax. (B.A.3yeB, U.A.3aBanuLuvH,
B.M.Ponxenb, 1999.)

FOpU30OHTaNbHbLIN Cpe3 rofioBHOro Mo3ra
YyesioBekKa, ymepLuero ot cnopagnyeckomn
cdopmbl 6one3Hu Kpentudenbara-Akooba.
3aboneBaHMe NPMUBENO K CYXXeHUI KOpbl
Mo3ra B NTo6HOW, TeMEeHHOWN, BUCOYHOU U
3aTbISIOYHOM AONAX, a TaKXKe NpPon3oLuUno
HeKOTopoe yMeHblueHne obbema 6a3anbHbIX
Agep v TanamMmyca u ymepeHHoe paclimpeHuve
xenyaoykoB mo3ra. (B.A.3yes, U.A.
3aBanuwiuH, B.M.Pounxenb, 1999.)



Mukpodortorpacdumsa rybkoobpasHbix M13MeHeHMi B Kope 60/1bLoro Mo3ra,

Bbi3BaHHbIX NpoHamu (6one3snb Kpentudenoara-ikoba)
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3 - runeptpodunsa actpoumToB
o6bemMy uuTonsasma u agpo,
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A HEMPOH,

CMOpPLEeHHbIN He
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, B KOTOPOM CKOMUJIOCb MHOIo NMnodycumHa U NPouU3oLUNIO CMeLLleHre agpa.

- HENPOH
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YBen. " 400. (B.A.3yeB, U.A.3aBanuwivH, B.M.Pounxenb, 1999.)



MukpodoTtorpacdpmsa kKoHe4uHOU hpa3bl rybKoO6pa3HbIX U3MEHEHUU B KOpe
6onbLIOro Mo3ra:

HEKOTOpble BaKyo/M CIWINCb U o6pa3soBanin 6osiee KpynHbie NOJIOCTH,
HeMpoHbI yxke norménu. Yeen. ~ 100.



CemeitHaa cMepTenbHan 6ecconnya (CCM),
(cMHOH. baTanbHas ceMeHas MHCOMHUA - ®CH)

BnepBble onucaHa B 1986r.

CCM peakoe 3abonesaHue, Hacneayemoe rno ayToCOMHO-AOMUHAHTHOMY TUYy.
Npu 3TOM 3a60oneBaHumn perucTtpupyercsa Mmytaumsa B 178 koaoHe, KoTopas
TaKoKe perucrpupyercs y 6osbHbiX BKA
Kakoe 3aboneBaHmne 6yaetr pa3BuBaTbCs 3aBUCUT OT TOro, KaKasi aMUHOKNC/I0Ta
HaxoauTcs B rnoJioxeHun 129, ecim MeETUOHWH, TO pasBuBaetc CCH, ecyim Ba/luH, TO
pa3BuBaetcs bKA.

3aboneBaHune MoXxet AebroTUpoBaTb B BOo3pacTe oT 25 et Ao 71 roaa m
nMeeT BapuabenbHoe No AnuTenbHOCTU TeueHue (oT 6-13 mec A0 24-48 MecC)

OCHOBHbIMM KJ/IMHUYECKMMU nNpu3HakamMu CCM aBnaroTcs:
HeKkypabenbHasa 6eccoHMLUa, yTpaTa UMPKaaHbIX PUTMOB, ABUraTesibHble
PacCTpoOMCTBa U AeMEHLMS.
K paHHMM CMMNTOMaM OTHOCATCH BeretTaTuBHble HapylUeHUA:
M3MEHEHUSA NOTOoOoTAEe/IeHUA U caZiuBaluM, 3anopbl, FTMNEepPTeH3uIo,
TaKMKapauio, TaXUMNHO3, MHOrAa IMXopaaky.
CnoHrmo3Hble nopakeHus peako BCTpe4yaroTca B Kope roJloBHOro Mo3ra,
a NpeMMyLLeCTBEHHO JIOKaJZIM3YyOTCA B Aapax TaslaMyca.



CuHppomM NepctMmaHa-LUTpeyccnepa-LlenHkepa

I'LLLL — peakoe cemenHoe 3aboneBaHue, oTHOcSLeecs K
reHeTUu4Yecku obycnossieHHbIM (POpMaM CMIOHIMO3HbIX
3HUedanonaTMm ¢ ayTocCOMHO-AOMUHAHTHbIM TUNOM
HacnepnosaHua (Mytauum reHa PRNP).

B nonynsiuMm perucTpupyeTtcs ¢ 4HacTtoTom 1 cnyyam Ha
10 MsIH. HaceneHus. KnnHnyeckme nposisieHns 6onesHun
PErucTpuMpyrotca Ha 3-M Uau 4-M OeCATU/IETUU YXXU3SHM.
B othnume ot bKAl, peMeHL s MOXKeT He NPOoABNATbCSA.

HavyanbHbIMU NposBieHns MU 601e3HU ABNAIOTCA
MO3)KeUYKOBble HapyLUeHUS.

B 3aBMCMMOCTMU OT Niokanun3auum mytauum B PRNP, B
pa3BepHyTOn cTaaum 60s1€3HN MOryT AOMUHUPOBATDb
MO3)XeUKOBble WM 3KCTpanMpaMnaHblie pacCTPOMUCTBA,
napajsiud B3opa WM rnyxorta v csienora.
NMpoao/mxnTenbHOCTb 60ne3Hun 4-5 ner.



[MTpuobpeTeHHblIe MPUOHHLIE O0rie3Hn

ATporeHHasa BKA

HoBbin BapunaHT BKH




[locToBepHO AoOKa3aHHOe NpnobpeTeHHoe
BO34eNCTBUEe NPUOHOB Ha YerioBeKa

Annaemun Kypy, cBfizaHHas ¢ pUuTyanbHbIM
KaHHMOannM3mom
ANn3ooTuda crnoHrmocpopmHou aHuedanonaTum
KPYynHOro poraTtoro ckorta (“kopoBbe 6eLleHCTBO”) B
BenukooputaHumn
(c 1986r)

K 2000r y>xe Ob15iv nosiy4yeHbl HEONpPoOBepPXKUMbIE AOKa3aTenbCTBa
TOro, YTo YenoBekK 3apaxaeTcA
HoBbIM BapuaHToM BKA (HBBKA)
OT OOSbHbIX XXUBOTHbIX YNOTPeONAA B NULLY MH(PUUNPOBaAHHbIE
NPOAYKTbl XXMBOTHOIO NPOUCXOXAEHUSA

ATporeHHble NPNOHHbIe 3aboneBaHusA



Location of PAPUA NEW G A i

R g Kypy SIB/ISIETCS 3HAEMUYECKON MEASIEHHOM

‘ NH(EKLMEN, BCTPEYaoLENCS B BOCTOYHOM
4yactn 0. HoBas 'BUHES U BbiIBNEHA Y
NnfeMeH HapoAHOCTK pope ynoTpedbnsaBLLMX B
MWLLY MO3I CBOMX MpeaKoB

(pyTyanbHbIN KaHNM6aNNN3M)
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PanoH Kypy



Kypy nopaxana B OCHOBHOM X€HLUMH, NOCKONbKY UMEHHO XXeHLUHbI U
AeTn ObINM y4YacTHUKaMMU KaHHUOanbCKOro putyana

B 1950-60 rogax anugemusa Kypy youna okono 25% >KeHcKon YacTu nonynsumnm
nnemeH KOxxHoro dope; B HEKOTOPbLIX AePEBHSX ObINO BCErO HECKOMNLKO
BbKMBLUWMX XXEHLLNH OETOPOAHOro Bo3pacTa, T.0. B AEePEBHSX OblSI0 MHOIO CUpPOT
N MY>XYMH, KOTOPbLIM HE JOCTaNoCh XXEH N OHWN OOXMBaNn CBOU BEK B
OONHOYECTBE.



ICAL Xapaktepuctmkn 6onbHbix KYPY,
"' obcnegoBaHHbIX, B TEYEeHue
nocnegHux 15 ner

TSRS THE ROYAL O |
GE SOCIETY ) |

A clinical study of kuru patients with long incubation periods
at the end of the epidemic in Papua New Guinea

Table 1. lllness duration, PRNP genotype and estimation of incubation period in 11 recent kuru patients (Patients’ initials are

based on name and coded. M, methionine; V, valine; n.a., no}yﬁhﬂlﬁ\

Narta Hauyano 6onesHu CmepTh, AnuT. 6-Hn  UHKYO. nepuoa
poxaeHus \ Bo3pacT BO3pacT duration likely
year of age at ageat J ofillness PRNP incubation
patient  sex birth onset onset eath dea (months) genotype period (vears)

YAK male 1948 Nov 1994 46 Dec 1996 48 25 MV 39
PKW female 1946 Aug 1995 49 Dec 1996 50 16 MV
MWK male 1933 Apr 1996 63 Apr1997 64 12 MM 56
AKA male 1949 Nov 1996 47 Jul 1998 19 20 MV 40
AYY male 1940 Jun 1998 58 Apr2000 60 22 MV 51
AYA male 1936 Nov 1998 62 Nov 1999 63 12 n.a. 55
WKW male 1943 Jan 1999 56 Jun 2000 57 17 MV 49
TAM female 1045 Mar 1999 54 Jan 2000 55 10 \AY
MAA female 1944 Apr 1999 55 Jan 2001 57 21 MV
INO female 1942 Jan 2000 58 May 2001 59 16 MV
KAW male 1943 Oct 2001 58 Apr2003 60 18 MV 51

*As males are unlikely to have become infected after the age of 6-8 years (see text), a conservative estimate of the likely minimum incubation
period can be calculated as the number of years from age 7 to disease onset.

Recent patients with kuru J. Collinge er al.



KYPY

Kypy, 6bi51a nepBou 601e3HbIO U3 rpynnbl
NMPUOHHDbIX UH(EKLIMOHHOCTb KOTOPOU 6bly1a AOKa3aHa
3KCNepUMMeHTaJIbHbIM 3apaxeHneM o06e3bsiH
6uosiorMyecKMM MaTepuasioM NnoJiyYyeHHbIM OT JIIoAeMN.
3aboneBaHue NpoABASETCHA B aTaKCUUN, AU3apTPum,
noBbILLEHHOMU BO36yanMoCcTH, 6ecnpMunHHOM cMeXxe,
nocsie Yyero Hacrynaet cMepTtb. bosieaHb nMeer
ANUTEeNbHbIN MHKYO6aLUMOHHDbIM Nnepuog, oT 5 no 30 ner
(B cpegHemMm 8,5 ner).

XapaKTeprl dTdaKCUus, TpeMop, An3aptTpuvi, HAaCUNIbCTBEHHbIN
cMmex (“Kypy” - nepeBoaMTCA Kak “‘cMerommnca” mam “gpoxawmm

OoT cTpaxa”). AnuTtenbHOCTb 3abosieBaHusa OoT 4 MecsiLeB A0 3 NeT,
3aTeM Hen3b6exxHO HacTynaeT CMepTb

XapakTepusyercs rybkoobpasHom sHUedanonaTtuen,
npeMmyLLecTBeHHO NPoUCXoaAuT Nopa)XxeHrue Mo3)Keuka



HoBbi BapuaHT 6onesumn Kpentudenbpgata-1ko6a (HB BKA)

C 1994r. B BenukoGputaHnu n 3atem Bo ®paHumm ctanm permcTpupoBaTbCsl criy4yau
CMepTH OT HoBoro BapmaHTa bKfl, xapakrepusyrouierocs nopaxeHmem nuy Moriogoro
Bo3pacTa (ot 16 go 40 neTt, B cpeaHeM 26 neT), B TO BpeMs Kak krnaccu4yeckas bKA kpanHe
peako pasBuBaeTcs B Bo3pacTe Ao 40 net- He 6onee yem B 2-3% crny4vaes.

HoBbin BapnaHT BKSA otnnyancsa Takke bonee gnutenibHbIM Te4YeHUeM 3aboneBaHus (B
cpeaHem 12-14 mecsaueB). K 1998r 6b1n0 usBectHo yxe o 24 cny4yasax HB BKA B EBpone,
npuyem 22 n3s Hux B BennkobputaHum.

NosiBneHue HoBoro BapuaHta bKA nocnepoBano 3a ann3ootuen CnoHrnocpopmHon
3HuUecdanonaTmen KpyrnHoro porartoro ckora (“kopoBbe beweHcTBO”) B BenukodputaHun,
KoTopas Ha4yanacb ¢ 1986r. 3aboneBaHue oTnMyana nporpeccupyroLias HeBposrorn4yeckas
cuMnToMaTuKa u netanbHbIn ucxoa. K 1992r annszoorus gocturna ceoero nmka —
pernctpupoBanocb 1000 cny4yaeB 3aboneBaHMn KOPOB B HeAerto.

Okazanocb, YTO UICTOYHMUKOM MH(PEKLMOHHOIo NPUOHHOro 6enka Obifla MSACOKOCTHasA
MyKa, KOTOPYH roTOBUJIN U3 CyONPOAYKTOB U rosfioB oBel (TpaauLUNMOHHbLIX HOCUTEsen
nartoriorn4eckom hopmMmbl NPUOHHOro 6erika) U NPUMEHANN AS1IA KOPMJIeHUS KOPOB.

XuBOTHbIe 3apaxarTcs nepoparnbHO. MH(pEKUMOHHbLIN MPUOHHLIN 6enokK
HakannuBaeTcsa B paroyuTax 3aTemM nonagaeTt B MoO3r, rae Bbi3biBaeT aMmurionaos,

AereHepauuio HEPBHOWM TKaHU C XapaKTepPHbIMU ry6Koo6pa3sHbIMU N3MEHEHUSIMU B FONTIOBHOM
Mo3re.



MHukyb6aunoHHbI nepmop pa3sutusa HB BKA — ot 1 ropga ao 20 ner

Kak npy HOBOM, TaK U NpM KJlaccmyeckoM BapmaHTe bKA oTcyTcTBYIOT
npuU3HakM MHPEKLUMOHHOIr0 BOCNasIMTes/IbHOrro ripouyecca € noBbilUeHUeM
TeMnepartypbl

HoBbi BapmaHT BKA KAIMHMYECKN OT/ZIMYAETCA OT K/1aCCUUYECKOro TeM,
yTo 3aboneBaHue aebrOTUPYET NCUXMYECKUMMU HAPYLUEeHUSIMU B BUae
TPpEeBOru, Aenpeccum, U3aMeHeHM NoBeAEeHUs, UHOrAa perucTpupyroTcs
AN3eCcTe3nmn 1MLa U KOHEYHOCTEMN.

Yepe3 HeCKo/IbKO Hefiesib Win MecsiLleB NpucoeaAnHAIoTCA
HeBpoJiIornyecKkue HapylwleHusi, B OCHOBHOM MO3)KeuKoBble. B no3gHeM
nepuoae 6os51e3HM OTMEYAIOTCA HapyLWleHUs NaMAaATU, AeMEeHLUSA, MUOKJ/IOHUMN
WK Xopes, nupaMmuaHblie cuMnToMbl. Ha 33T, kak npaBuJ10, OTCYTCTBYIOT
XapakTtepHble ana bKA nuameHeHus. bosibHble NOrM6aroT B TeUeHue nepBoro
nosiyroams, peaAKko A0XXUBAKOT A0 roaa, ewe pexe Ao 2 net. OnucaHbl Takue
rajuionvpyrowme cnyvyam, korga 3abosnesaHnme nporekaert no Tuny ocTporo
3HUuedanmTa, n 60nbHON nNorubaer B TeUeHNE HECKOJIbKMX HeaeJlb.

Mopdonornueckn HBBKSl xapakrepusyercs aMmuiongHbiMU 6nsilukaMm,
OKpPY)XE€HHbIMM BaKyOJIIMHU; CMOHIrMOPOPMHbIMAU U3MEHEHUSAIMU, 60blLue
Bblpa>X€eHHbIMU B 6a3aNbHbIX FAHIIUMAX; Bblpa)X€HHbIM TaJlaMUUYECKUM
acTporamo3oMm; CKOnJieHneM NpuMoHHoro 6enka B uepebpasibHOU M
MO3)Ke4YKOBOM Kope.
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Cnyuam (yxka3saHbl YMC/1laMHN) «KOpPOBbero 6ewieHcTBa» cpeam
CeJ/IbCKOX03SIMCTBEHHbIX YXUBOTHbIX U PUCK 3apa)eHus yenoBeka 60s1e3Hblo
Kpeutudenoara-ikoba B HEKOTOPbIX €BPONENCKUX CTPaHaXx.



Mo cteneHn BepoOATHOCTU 3apaXxeHna Haunbosiee onacHo ynortpebneHue B
nULLYy B NepByl0 ouepeab Mo3ra M rnas, 3ateMm 1MMQpouaHON TKaHN, CTUHHOIO
MO3ra, SHAOKPUHHBDIX YKeJie3 U NeYeHu
Mpu pa3penke TyLIM BbiICOKa BEPOSATHOCTb NonaAaHMsA TKaHei Mo3ra Ha
MbILLLbl YXXMBOTHOIO, KPOMe TOro AoKa3aHa U MH(PEKLUMOHHOCTb MbILUL}
3apa)X€HHOro YXUBOTHOIO

MHDbUUNPOBAHHOCTE OpraHoB M TkaHen BoNnbHbIX KOPOB

CreneHb MH(PUUHPOBAHHOCTH OpraHbl M TKaH#M

Boicokasn flonoBHOW U CNUHHOW MO3r (KpOMe KOpbl
ronoBHONrO MO3ra U CNUMHHOMO3rOBOW
MUAKOCTWU), rnasHble abnoku

CpeaHss CeneseHKka, MUHA3NUHDBI, NnuMmaMyecKkue
Y3fibl, NOAB340WHAaA KU ' TOHKOro
oTAena U cpeaHaS M CTE TONCTOro otaena
KWW EeYHN KA @fMHHOM O3roBas XuAaKocCcThb,
rmnoee® HaanoYeYHnKu, Kopa

OBHOIMo mMo3s3ra, WUIWIKoOBMAHAaSA XXeneaa,
nayeHTa, nepudcdepudeckKkas 4yactb

TORGTOW KWLUKWU

Huskas Mepudaguyeckune Hepebl, CNU3ncTas
obonouyka AwNga, TUMYC, KOCTHbLIA MOS3r,
neYyeHb, Nerkue NgQAaXXenyaouHas xenesaa

NHdssMp oBaHHOCTL HE BbiSBNeHa CkeneTHble Mbillbl, MgpbAue, MonoyHbie
Wenesbl, NOYKN, WnToBUANGE Xenesa,

CNIOHHbBIE XXenes3bl, NoNoBble OMGGEHLI,
XpAWeBan U coeaguHUTENbHAA TKaR
KOXa, KOCTb, BONOCHI, @ TakKKe KpoOBb,
MOMNOKO, MONO3UBO, CNIOHA, Xenub,
Moua, chekanuu



YenoBek 3apa)caetrcs HB BKSl oT 60/1bHbIX )XUBOTHbIX YynoTpebnsas B nuLyy
MH(PULUMPOBaHHbIE NPOAYKTbI XXMBOTHOIO NMPOUCXO0XAEHUS

HHKenyao4Ho-KULLIEeYHbIN
TpakT

MpUoHbI

| OnutenuanbHble
KIIeTKW

|
I ‘ i ﬂMMCbOTOKCVIH 0
Iﬁ Arperauus PrpP®

KpoBb? AKTUBaUUsa MukKkpornuu
NoBpe>kaeHme cuHancos
AnNonros3 HEMPOHOB

. O6pazoBaHue amunounaa

Prp™ F Fad %

o)~ O -
MaKpod)dr ﬂepmcbepw«eCKaﬂ 25 Tl -?

W M AeHAPUTHbIE HepBHasa cucrema
ﬂ(f)l/lep(JBbl CNOTKU? JinmdpounagHble
6NALLKN opraHbl

Puc. 7.1. Cxema 3apareHusa npuoHamm, amccemMmmHaumsa rnpruoHoB B opraHm3mMe U cta-

AU MHDEKLIMOHHOIo npoLecca B LeHTpasibHOM HepBHOM cucTteme (Aguzzi A. et al., 1997;
Mabbott N.A. et al., 1.998).

B — B-numdbountbl; POAK — ponnmKynagpHble AeHOPUTHDbIE KITeTHKW.

MNpv nonagaHum B XXenyao4HO-KMLUEeYHbIN TPaKT, NPUOHbI MH(PULUPYIOT AeHAPUTHDbIE KNEeTKN
nenepoBbIX OnsweK, 3aTeM AeHAPUTHbIE KINeTKM “3acensatoT”’ numdaTmyeckue y3nbl U

CNocoOCTBYIOT AUCCEeMeHaUum NPUOHOB MO OpraHM3my (3aHoC B nepuceprvecKyto u
LleHTpPanbHYK HEPBHYIO CUCTEMY)



B HacTosiLlee BpeMSA NOSNTHOCTbLIO YCTAaHOBMEHa CBA3b MeXAay
HB BKA u N3K,
TaK KakK Nno TpeM reHeTU4eCKMM Mapkepam NPUOHbI, NONTyYeHHble OT
nornowunx B pesynerate 9K XKMBOTHbIX, OKa3annucb CXOAHbIMU C
npuoHamMu, BbiaesieHHbIMU OT 60onbHbIX HB BKA nogen

HoBbin BapuaHT BKA B OCHOBHOM BbISIBRSAANCSA B
BenukobputaHuu, rae peructpupoBariuCb camble KpynHble
anunsootum K, Takke nasectHo, Yto 9K BbisiBreHa He
TOJNIbKO Y KPYMHOro poratoro CKoTa, HO U y XXMBOTHbIX
Apyrux BMOoB (KOLWKWU, cobaKn, aHTUNOMNbI), YTO
cBuaeTenbCTBYyeT O npeoaoneHuun sosoyautenamm MK
MeXBUAOOBOro bapbepa, 1 BO3MOXHOCTU 3apaeHus
yenoBekKa

BonHa HBBKH 6biIna oTHocuTenbHO HEOONbLLUIOWU, HO, TEM He
MeHee, K 2003r B BenukobputaHmnun 6b1n0 BbIABNEHO yxe 148
BEePOSATHbIX N NOATBEPXAEHHbIX CrlyYaeB 3TOro 3aboneBaHus



No paHHbIM CDC (CLLUA) c MOMEHTa perucrpaumvm nepsoro ciydyasi HOBoro
BapuaHTa 6one3un Kpeuntudenbpgata-dkoba oo asrycra 2006r
nocTtynuam coobwieHmnsa o cnyvyasax 3abonesaHusa m3 11 crpaH:

162 n3 BenmkobputaHum,

20 n3 OpaHuum,

4 n3 Upnanaum,

2 n3 CLUA,

no ogHoMy cny4varo u3 Kanaabl, Utanun, Anoumn, HuagepnaHnos,
Moprtyranun, Caygosckoi ApaBum, n icnaHum.

2 U3 4-x upnaHackux nauneHTos, 2 u3 CLLUUA 1 no oAHOMY U3 ANOHUMU,

KaHaabl 1 PpaHUUU 3apa3nujiuch, NpoXXuBaa B AHIIMKM B Nepuoa pa3srapa
3NnU300TUU 3HUedaNoNaTum KPynHoOro poraTtoro CKora.

MacwTtabbl 3nMaeMumn oueHnTb TPYAHO, TaK KaK MHKY6aLMOHHbIA nepuoa
3aboneBaHusa cocrasnser 10-20 net n 6onee

Mo NeCCMMUCTUYHBIM NMPOrHo3aM 6pUTaHCKUX 3NMAEMUNOJIONOB HOBbIM
BapuaHTOM BKA Mornu 3apa3surtbca 50 000 yenoBek.

MporHo3, ony6aunkosaHHbiM B 2003 rogy Koponesckum ob6wecrsom
BpUTaHCKOWU akageM1UM HayK 6osiee ONTUMUCTUYEH - KOJIMYECTBO
BbiSIBJIEHHbIX CJ/ly4yaeB HOBOro BapuaHTa BKA cocraBuT B 6amxaniumne
pecaTuneTua npuMmepHo 7 000



ATporeHHas bKA
AitporeHHan BKSAl Mo)xeT paccMaTpuMBaeTCs Kak BHYTpuMbosnbHUYHas
nHdekyums.

Bce BbiSiBJ/IEHHbIE C/ly4an ATPOreHHbIX NPUOHHbIX 60ne3Hen
knaccupuuupyrotca kak bKfl, B HacTosiLlee BpeMs AOKa3aHO YTO 3TOT
BapuaHT BKAl o6ycnosneH peanmsaumen UCKYCCTBEHHOIO
(apTudmumanbHoro) MexaHmMsMa nepeanayum sosbyaurens

K 3Ton popMe oTHOCAT cnyuyau BKS, ecnu B annaeMmonornieckom
aHaMHe3e NnauMeHTa YCTaHOBJIEHO Kakoe-1Mbo MeanLumnHCKoe
BMellaTeN1bCTBO, CBA3aHHOE C UICTOYHUKOM — BO3MOXXHbIM HOCUTEJIEM
MH(PEKLUMNOHHbIX MPUOHHbIX 6enKoB.

Cepbe3HOMY PUCKY NOABEPraroTCAa peLumnrnmeHTbl TBepAo MO3roBoM
060/7104KN, CNTMHHOI0 MO3ra, porosmubl. ONacHbIM B AaNMAEMNOJIOrMYECKOM
rnJiaHe CYMTaeTCa BBeAeHMe NnaluMeHTy 3KCTpaKTa runogunsa yenoseka
(ropMOH pocCTa ¥ roHagOTpPONUH) U BBeAeHUe JIeKapCTBEHHbIX NpenapaTtos,

NMPUroToBJZIEHHbLIX U3 NOJIOBHOIO MO3ra U Apyrmx opraHoB XXMBOTHbIX
UN3eecmHbl 174 cnyyas smpo2eHHoU BKS, 3apecucmpupoeaHHbix 8 Mmupe Kk 1998 2.:
94 — B pe3synbTaTte BBeAEHUA ropMoHa pocTa YenoBeka,

4 - B pe3ynbraTte BBeAeHUSA roHaaoTponMHa YenoBeka,

69 — B pe3ynbraTte TpaHCNNaHTaumMm TBepaon MO3roBou 060M0YKHn

3 - npu nepecapke poroemubl,

2 - B pe3ynbraTte NpUMEeHEeHUs U HeJoCTaTO4YHO 0O6paboTaHHbIX UHCTPYMEHTOB paHee
MCNOSIb30BaHHbLIX NpU onepaunn 6onbHbIX BKA ,

2- B pe3ynbTraTte BXUBMNEHUSA MYyOUHHbIX BHYTPUMO3roBbIX 3IeKTPOAOB paHee
ucrnonb3oBaBLUMXCA Y 6onbHON BKA,

1- Nnpu nepecagke NevYeHm.



[opMOH YennoBe4Yyeckoro pocrta u3 runodusa Tpynos
NMPUMEHSANCA Ans revYeHus geTen oT KaprIMKOBOCTU C KOHLUA
1950-x o 1985 roga. B HacTosiLee BpemMsl HaTypanbHbIN
ropMoOH pocTa 3aMeéHeH Ha FreHHOUHXXEeHEepPHbIU

Nocne nyonukauun mHeHus 3kcneptoB BO3, BO MHOrmnx
CTpaHax MMpa ocCo3HaHa He0bXoAMMOCTbL BBeAEeHUA
OrpaHN4YeHUN Ha NPpUMeHeHue TPaHCMnaHTaToB B
HEeNPOXMPYypPruiyeckou npakTuke, a Tak ke Ha UCMOSNb30BaHUe
B MEAULIMHCKUX LUensax NodbiIX OMONMOrm4eCcKuxX XXnaKkocteun u
TKaHeu OT Nnuu, paHee noaBepraBLINXCA Nepecagke TKaHEeUu u
OpraHoB, NMOoJly4aBLUMX FOPMOHbI rMnodgusa nMdo nMmerLnXx B
cemMeMHoM aHamMmHe3e BbKA



Odonroe BpeMsi He yAaBasIoCb YCTAHOBUTDb
3NNAEMUNONIONrMYECKYH0 3HAaYMMOCTb [JOHOPCKOWU KPOBU B
OTHOLUEHUM ATporeHHou BKA

MNMepBbiX C/lydyan B MUpe 6bin 3aperucTpmMpoBaH Kak
“Bo3MO)Haa BKA"” y peumnuenTta B Benunkobpurtanum, B
nexkabpe 2003r.

3TOT C/lyyau noaTBepAnN To, Yero 60s,11Mcb 3KcnepTbl:
anuaeMusa "KopoBbero 6ewleHcTBa”, yHecluas XXU3HU
MW/IJIMOHOB KOPOB BCTYNuJia B HOBYIO (ha3y — BTOPUUYHYIO
rnepepauvy uepes noaemn




Cnyuam 1.

NMaumeHT — My)>XuMHa 62-X neT NnoNy4uyua nepesimBaHue Kposu B
1997r npu onepaTMBHOM BMelUaTeNbCTBE U YMep uepes 6 ner ot

6one3nn Kpeuntudenoara — fAkoba.

[loHOp paHHOro naumeHTa (MO1I0AOW 340POBbIA YEJIOBEK B MOMEHT

KpoBogaum B 1997r)
yMmep B 1999r Tak ke ot 6onesuun Kpentudenbara — Akob6a.



Cnyvau 2

B nione 2004r aHrnnmuckoe npaBuUTENILCTBO
noaTBepAnIio Hann4me BToporo B BenukoopuraHum
cny4yasa bKA nocne nepenuBaHus KpoBMw.

BTopoun 3apernctpmpoBaHHbIN 3NN304 KacaeTcs
nauueHTa, nepeHeclwero remorpaHcdysuto B 1999r,
3aTem ymepuiero He ot BKf, HO nocne cmepTu npu
naToMopornorM4ecKom nccreaoBaHMU cerie3eHKU
ymMmepLuero 015y BbisIBNIeHbl MPUOHHLIE OesiKu.

Y oOHOpa KpoBM AaHHOroO nauuveHTa B nepuvopg nocre
1999r pasBunacb bKA

Stephen Pincock “Government confirms second case of vCJD transmitted by blood transfusion”
(BMJ 2004;329:251 (31 July),



Cnyvau 3

NocnegHun (Tpetun) cnyvyam saboneBaHus
3apermctpupoBaH B aekabpe 2006r y monogoro 4yenoBeka,
32-X neT noslyuymMBLUero MacCUBHYI TpaHC(y3UI0 KPOBU 3a
6 net oo pa3BuTUA nepBbIX NnpusHakoB BKA

(3aboneBaHue OTNUYaNochb XxapakTepHbIMU CUMIITOMaMM U
ObLICTPbIM TEYEHUEM).

BonbHOM Nornd ot AemeHUunn Yyepes 8 nert nocne
nepenMBaHNA KPOBU U NaTorioroaHaToOMM4ecKoe
nccnegoBaHue noaTBepAUIo AMarHo3 6onesHu
Kpeutudenbara — Akoba

[JoHop 3aToro naumeHta ymep ot BKHA B 1999r



[lo pe3ynbTratam onyonmkoBaHHoro B 2006r
anuaemuornornyeckoro nccrneposaHua (Hewitt PE, 2006r)
24 nauneHTa ¢ pa3nuyHbimun chopmamm BKA ObiInm
AOHOpPaMM A0 Ha4vana KnuHn4veckux nposasneHnun bKA um
KPOBb 3TUX AOHOPOB Obiyia nepenuta 97 peunnueHTam.

[IBa nauneHTa Bnocnegctemu sabonenun bKA
(2 n3 3-x 3apernctpupoBaHHbIX Crly4yaeB).

K HacTosiLleMy BpeMeHU y OpuTaHCKUe KITMHULUUCTOB, €CTb
AaHHble HabnaeHna 3a 66 naumeHTamMmu, NONy4YUBLUUMU
KPOBb OT AOHOPOB, BNOCNEeACTBUN YMepPLUUX OT O0rie3Hn

Kpentudenbara — Akoba.
24 yenoBeKa N3 OTCNeXnBaeMoUu KOropTbl XXuBbl, a 39
yMepJin OT He CBA3aHHbIX C 3ab6oneBaHUAMU HEPBHOWU
CUCTEeMbIl NPUYUH



[Mpun 3apaxeHUn nytTem nepenmMBaHUsA KpoBU
perncrtpupyertcs 6oriee KOPOTKMN MHKYOALMOHHbLIN
nepuop 60orne3Hn, 4Yem nNpum 3apaKeHn ariMMeHTPHbIM
nyTem ynotpeonsasa B nuwy UHpMUMPOBAHHYIO FOBAAVHY.

PeTpocnekTuBHOE U3yYyeHMe aHOPMasribHOro HakonJsieHus
NPUOH-NPOTEMHOB B 0Opa3uax anneHanKcoB U
MUHOANuH, B3aTbiX Yy 12500 yenoBek B BenukobputaHumn
(Hilton et al. 2004r),

BbIABUIO eLle TPpU cny4vyas 3aboneBaHns, YTO rOBOPUT O
TOM, YTO YPOBEHb 3apaXeHUus ryo4yaTtou
3HUedanonaTmen cpean HacerneHna BennkooputaHumm
(1:4000) ropa3no Bbiwe, 4eM YUCIIO NOATBEPXKAEHHbIX
criy4yaeB 3aboneBaHus HOBbIM BapyuaHTOM O0sie3HU
Kpenudenbpa — AAkoba.



AHanu3 naHHbIX B 2013r

N3 32 441 obpasuoB anneHanKkcoB, PUKCMPOBAHHbIX
dopmannHom) 16 ObINM NONOXKNTENBHBIMU B OTHOLLEHNU
aHomarnbHoro PrP , 4To yka3blBaeT Ha o0LLyto
pacnpocTpaHeHHOCTb 493 Ha MunnnoH HaceneHuns (95%
OooBepuTenbHbIN MHTepBan, ot 282 no 801cny4aeB Ha
MUNIMOH HaceneHus) nnun 49,3 Ha 100 Teic. HaceneHus .
PacnpocTtpaHeHHOCTb cpean Tex, KTo poaunncsa B 1941-60 (
cp.733 Ha MUNNKNOH, 269 - 1596 Ha MUNNMOH ) CyLLLECTBEHHO
He OTNMYaKrTCA OT TeX, KTO poausnca B nepuog mexay 1961
n 1985 (412 Ha munnuoH, 198 - 758 Ha MUNMOH ) 1 bbina
CXOXXEWN cpean obomx NoNoB BCEX TPEX reorpadnyeckmnx
panoHax, rge cobupanucb obpasupbi.

OTn BbIBOALI MMEIOT BaXXHOE 3HA4YeHue NS ynpaBreHus: 3aroToOBKU KPOBU U
NPOAYKTOB KPOBU U ANs cnyX0bl 00paboTkn XMpyprundeckmx NHCTPYMEHTOB.

Gill ON, SpencerY, Richard-Loendt A, Kelly C, Dabaghian R, Boyes L, Linehan J, Simmons M, Webb P, Bellerby
P, Andrews N, Hilton DA, Ironside JW, Beck J,Poulter M, Mead S, Brandner S. BMJ. Prevalent abnormal prion protein in

human appendixes after bovine spongiform encephalopathy epizootic: large scale survey.
2013 Oct 15;347:f5675. doi: 10.1136/bm;.f5675.



pelueHne UCKITIYNTb U3 AOHOPCTBA BCEX NNL, KTO NOMYyYUsI
nepenuBaHue KpoBu nocne 1997r, 4ToObl UCKNIOYUTL AanbHenwyro nepeaadvyy bKA
OT YerioBeKa K YerioBeKy
(emopu4Hasi nepedaya HoO8020 eapuaHma 6oJsie3HuU
Kpeumuyghenboma — 5lko6a)

JaHHaa mepa ncknroumna us goHopcrtaa 52,000 HauMHaOLWMX N KagpPOBbIX
AOHOpPOB, B TO BpeMs Kak HauMoOHanbHas cry>b6a KpoBu HyXXaaeTcs B 2-
MUIIJIMOHaX eAUHUL NpenapaToB KPOBU exXerogHo n 8 Tbicsiyax eanHUL,
exxegHeBHO AnNA rocnutanen BenunkobputaHun

3ATN OeNCTBUSA CYUTAIOTCA onpaBAaHHbLIMU HECMOTPS HA HEXBaTKy JOHOPCKOM
KPOBU U BEPOATHOCTb TOro, YTO Pe3Koe OorpaHuYeHue Ymcna notTeHumanbHbIX
AOHOPOB MOXEeT NOCTaBUTb NoA Yyrpo3y BCK CNyX0y peaHUMaLUn U XMpypruum, a
TaK Xe Npon3BoAcTBa BaKLUH.



JOHOpCKON KpOBbLIO, 3arotoBfIeHHOU B BennkooputaHuu,
nonb3oBanucob 11 cTpaH Mupa, U UCKIIYUTDb YXKe peariusoBaBLUNNCA
PUCK 3apaXeHUsl MHOCTPAHHbIX rpaXaaH HeBO3MOXHO

Pagom cTpaH yXXe NpUHATbI 0COOble Mepbl:

B Uexuu, nroaun, Kotopble NpoXxusanu 6oree nornyroga, Ha4uMHas c
1986r B Bennko6putaHmm n ®paHummn, npnvncrieHbl K rpyrnne pucka, o
HUX yBeAOMJIeHbl CTaHUMN NepenimBaHUA KPOBU U AaHHbIe nuua
UCKJTHOYEeHbl U3 AOHOpPCTBa

BO PpaHUMM U3 CNUCKOB NOTEeHUUAlrIbHbIX AOHOPOB MWCKMIOYaloT nuy
npoxuBasLwunx B Bennkobputanumu donee roga

B OONbLUMHCTBE €BPONencKux ctpaH cpakTopom puUcka cumtaeTcs
npoxuBaHue B BennkooputaHuu B Te4eHUe nornyroaa

npe3npeHT AMepukaHckoro oowectBa KpacHoro kpecta b.Xunu
CUYMTaEeT, YTO LuenecoobpasHO UCKITHYMUTb U3 CMUCKa AOHOPOB BCeX,
KTO NpoXuBas He MeHee roga B noobon n3 eBpoNnemcKnx cTtpaH (a B
BenukobputaHumn- tpu mecsila)



BenukooputaHna umnoptuposana B 2005r KpoBb U3
CLUA Ha cymmy 116 MUNNMOHOB A0NNapoB B CBA3U C
HEeBO3MOXXHOCTbIO NMOJIHOCTbLIO rapaHTUPOBaThb
Ge30nacHOCTbL COOCTBEHHbLIX OAHKOB KPOBM



B cBsi3n ¢ HEOOXOANMOCTbLIO MPUXKXNU3HEHHOW ANArHOCTUKN NPUOHHbIX
OonesHen y nuu, HaxoaALWMUXCS B MHKYOaLMOHHOM nepuoge
HeobOXxoauMa 3KCTPEeHHas pa3paboTKa TeCToB, NO3BONAKOLWMNX BbISABNATD
natonornyeckue rNMpPUoOHbI B OpraHu3mMe YyenoBekKa.

NMepcnekTUBHbLIM SIBMSAETCA METOA CYTb KOTOPOro B LIUKITMYECKOMU
amnnudpukaumm Konmyectsa NnaTtoniormyeckn KoOHopmMaumMoOHHOro
npuoHa

(protein misfolding cyclic amplification) (Claudio Soto, Science, 2006r)

B HacTosiLwee BpeMs NpoBeaeHbl YyCNelHble OMnbITbl HA XOMAKax U
aBTOPOM maeun ocHoBaHa KomMmrnaHusa “Amron”, KoTopasi BO3MOXHO dyaeT
OCYLLEeCTBNATbL NPOU3BOACTBO TeCT-CUCTEM AJiS BbiSiBIIeHUS
NnaTosiorM4ecKUx NPUOHOB B KPOBU MeToAO0M aMnnudukauumn.




OunddepeHumanbHbIn anarHo3 6onesnn Kpeutudenbara — Akoba
NPOBOAUTCA CO BCeMU GONe3HAMU, OAHUM U3 NPOABIIEHUN KOTOPbIX ABNAETCA AeMeHLUS:
6one3Hb Anbyzelumepa, 8acKynumsl, Helipocuguruc, cmpernmoKOKKO8bIU MeHUH2um,
2epriemu4eckull aHUeghasium, MUOKIIOHyc-anunerncusi, 6onesHb lNapkuHcoHa u m.o.
AunarHocTuka NpUOHHbLIX UHEKLUN

AnekTpoaHuedanorpadusa
Buoncusa mo3ra

UccnepoBaHne ayTONCUMHOIo matepuana.

Bbisisnsiemcs Status spongiosus (¢popMbI 8aKyonu3ayuu HepeHoOU MKaHU ), Npu3HaKu
uepebpasnbHo20 amusioudo3a, obpazoeaHue xapakmepHbIX aMUJIOUOHbLIX bnisiwek

AnepHbIN MarHUTHbIN pe3oHaHc(AMP)

UccnepoBaHue CMMHHOMO3roBOM XUAKOCTU

BbisienieHue Helupocneyugu4vyeckoz2o b6eska 14-3-3- Memooom uMMyHOhepMeHMHOo20
aHasnu3sa usnu eecmepH-6riomuHaza 0eMoHCcMpupyem Xopouwyr 4yyecmeumesibHocmb U
crieyugudHocms npu criopaduyeckux cny4dasax K5 kak Ha paHHUX, makK U Ha NMO30HUX
cmaodusix 3aboneeaHus. lpu cemelHbIx ucry4asix u ssmpoz2eHHou BKSl amom memod
MeHee UHghopmamueeH (cneyugpuyHocmb okos10 50%).

MonekynsipHO-reHeTU4eCKkue uccrnenoBaHus.

B Hacmosiwee epemsi pa3pabomaHbl MemoObl UMMYHO6/I0mMuUH2a ¢ NpUMeHeHUeMm
MOHOKITIOHanbHbIX aHmumen (MKA-15B3), no3eonsirowux pacnosHaeamsb PrPSc u PrPc .
lNMpumensiromcsi Memoosl lNLP (nonumepa3Hasn uenHasi peakuyusi), no3eosisiroujue
nposodumb ceKeeHuposaHUe 2eHOMa 4YesioeeKa U aHaslu3 u Jiokanausayuro Mymauyuu 2eHa
PRNP.



buonornyeckue meroabl AMAarHOCTUKU

TpaHCreHHble MbILUY , HEeCyLLUue reH, KoanpyrLwumn
HopmanbHbIN PrP yenoBeka pekomeHaoBaHbl BO3 ona
TecTupoBaHnsa MHPEKUMOHHOU aKTUBHOCTU MaTepuarnos ,
noao3puUTenbHbLIX HA KOHTAMUHaUMIO NPUOHaMM

Bo3MoXxXHoCTH npodmnakTukm metogamm reHHOWU
UHXXEeHepuu

ANMMMUHaLUA reHOB NMPUOHHOIro 6enka s nonynauuu
KPYNHOro poratoro CKota, KoTopbin MaeT Ha
yrnoTpeobneHne 4esiOBEKOM.



NMpodumnakTuka:

UcknrovyeHne cnocoboB NPOHMKHOBEHUA BO3OyAUTESNA B OPraHu3m

(orpaHn4eHO NpuMeHeHUe npenapaTtoB, U3rOTOBJIEHHbIX U3 TKAHEW
KPYNHOro poratoro CKorta, npeKkpalieHoO Nnpou3BoACTBO rOPMOHOB runodumsa
XXVUBOTHOrO NMPOUCXOXAEHUSA, B pAAe CTpaH orpaHM4YeHa TpaHcniaHTauma TBEpAow
MO3roBou o00s104KN, 0b6siI3aTeribHa padboTa B nep4yaTtkax ¢ OUuNorM4ecCKUMm
XUAKOCTAMMU, NUCMOJSIb30BaHUE KONMbYYXHbIX MepYaToK MpU BCKPbITUM TPyNa,
npoBefeHue MHBAa3UBHbIX MaHUNYNAUUU 60nbHbIM BKA TONbKO No BUTarbHbIM
nokKasaHusIM, TwaTenbHoe coonoaeHue Mep UHaKTUBaUMMN MHCTPYMEHTapus ,
MCMONb30BaHHOIO NMPU XUPYPruyecknx onepauusax 0onbHbIM U NOAO3PUTESIbHbLIM
Ha BKA).

B oTHOLWEHUU NPNOHOB, 3¢h(PpeKTUBHOCTbL CNOCOOAa MHAKTUBALUU MOXET
CYMTaTbCA AOKa3aHHOM TONbKO nocrie oopaboTkm HPEeKUMOHHOro matepmana
WHAKTUBUPYOLUMU areHTamMmu, ¢ nocrieayroLwmm 3apaxeHmMemMm nHTpauepeopanbHo
NTadbopaTOPHbLIX XXUBOTHbLIX 3TUM 00paboTaHHLIM OOpa3L oM.

NMocKonbKy A0 cux nop He AOCTUTHYTO €eAMHOIro MHEHUS No BOMPOCY O
MaKCUMaribHOU NPoAOMKUTESNTIbHOCTU MHKYOaLMOHHOro nepmuoaa, noka
HEeBO3MOXHO U CyAUTb 00 OTCYTCTBUU OCTAaTOYHON MH(PEKLUOHHOU aKTUBHOCTU
00paboTaHHOro MHaKTMBaTopamMu odbpasua.

B HacTosiLee BpeMs HeT 3aKoHoAaTeNbHO NPUHATON MEeTOAUKU TUTPOBaHUA
UMHPEKUMOHHON aKTUBHOCTU NPUOHOB.



BO3, Ha coBpeMeHHOM 3Tane pekomeHayeT 3 TMNa oopadboTku He o4HOpPa30BOro
MeAULMHCKOro UHCTPYMEHTapUSA:
cdn3nyeckan obpaboTka: aBToknasmpoBaHue npu 134°-138°C B TeueHune 18
MWHYT;
XUMUuyeckasa oopaborka: s3amaumBaHue B 1H pactBopeNAOH B TeueHue 1 4
npu 20°C;
XUMUYyeckasa obpaboTka: 3amaumBaHue B 2,5-12,5% pacTtBope XJIOpHOM
nasectu B TeyeHme 1 4 npu 20°C.
lMpu3HaHo, Ymo onpedesieHHbIU PUCK npedcmassisiem obpabomka
namoJsio2coaHamomu4eckux obpasuyoe, mnoamomy nepcoHasy sabopamopuu
cmpo)kaluwe eMeHsiemcsi 8 06s13aHHOCMb c)kKu2amb J1H060U 0OHOpPa308bIU
UHCcmpymMeHmapuu Hapsidy ¢ obpa3uyamu uccsiedyemMo20 Mmamepuaria.
Ucnonb3oeaHHblie Mamepuarbi, cési3aHHbIe ¢ jiedeHuemMm 6osbHo20 BKS unu
60s1bHO20, 8X00sILWE20 8 2pynny puckKa 3apaxeHusi BKS1 HemeOneHHO
c)Xuz2aromcsi.
Ha sHdockonu4yeckoe o6opydoeaHue 0osmkeH 6bImb Hasl0)XeH KapaHMUH, 6
cny4yae nodospeHusi Ha BKA y nayuenHma.
lMpu nro60M nopese unu npokKosie Koxu medpabomHuka eo epemsi
8bINOJIHEHUSs1 MeOUUUHCKUX MaHUnynsyuu 60osibHOMy pekomeHoyemcsi
ob6pabomka paHbi xs10pHOU uzsecmbio (12,5%-HolU KOHUeHmMpayuu) 8 me4yeHue
5-10 MuHym nocsie mwamesnbHO20 rnpombieaHusi. [Mpu nrob6om nonadaHuu 8
2/1a3a 3apaxeHH020 Mamepuarsia, Heo06xo0uMo muamesibHoe U Os1umesibHoe
npombigeaHue 2s1a3 000U uslu hu3uos1I02U4eCKUM PacmeopOM.
AKCTPEeHHas npodmnakTuka 3apaxeHus nepcoHana He paspaboraHa.



IleyeHue
He pa3paboTaHo

OCHOBHbIe uccriegoBaHUA HanpaBrieHbl Ha
pa3padboTKy MeToaoB, CNOCOOHbLIX ONTIOKMpOBaTb
TpaHchopmMmaLunio HOpManbLHOro MPUOHHOro
6enka B UH(PEKUNOHHbIN



