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MATAHHA, AKI 3ADAIOTb TAEMHUYI NMPIOHK

OBanuatb N’ATb XepTB, NnepeBaxHo monoawunx 30-Tu pokiB ocid, ski nomepnu
BHaCNIAOK piaKicHOT xBopobwu, T. 3B. HOBOro BapiaHTa xBopobu Kpelitudenbara-dkobda
(new variant of Creutzfeldt-Jakob disease, nvCJD), ctanu nepmm gokasom Toro, Lo
ryoyacta eHuedanonaria kopis (xsopoba ckaxeHux kopis, BSE) Bpasuna niogeii.
MaHikolo, Aka BUHMKNA 3 LbOr0 NPUBOAY, NOSICHIOETLCA T, WO MOruy Ans OJHi€l 3
XepTB 6yN0 BUKOMAHO Ha feB’aTb ¢yYTIiB, a He Ha LWiCTb, K 3BMYaiiHO, a rpabapi 6ynu
OOArHyTi B 3aXMCHUIA oadr i XipypriyHi pykaBuui. Y>e He BnepLue XBopoOu, BUKIMKaHi
npioHamu, o gkux HanexuTb nvCJD Ta rybyacta eHuedanonatia kopis (bovine
spongiform encephalopathy, BSE) cxsunioBanu rpomaacbkicte. Konv B 1985 poui 6pu-
TaHCbke TenebayeHHsl Nepeaano ceHcauiniHy HOBUHY, LLLO XBOPWIA, Skuii noMep, iMoBip-
Ho, Big CJD, OyB 3apaxeHuii yHACioK BBEAEHHA FOPMOHY POCTY, AKUIA OTPUMYIOTb 3
rinodisis, To B nikapis i XBOPUX Ue BUKAUKano xax. MpoTe B niogei, gki npuinmaioTb
ropmoH pocty, enigemii CJD He BUHMKNO, xo4a npnban3Ho 100 3 HUX GyNo 3apaxeHo.
Lo 6yae HakOMMXYMM YACOM — HEBIZOMO.

XBopob6a KpenTudenbara-dAkobda i TaEMHNLA Kypy

KniHiyna kaptuHa nvCJD Bigpi3HSETLCS Bif KapTUHM Npu cnopaguuyHin CJD (xo-
ZeH i3 Bunapgkie nvCJD kniHiyHO He GyB AiarHocToBaHwWit sk “cnpasxHst CJD”). Y 9-1u 3
10-Tn nepmnx XBOPUX BMSIBNEHO MOPYLUEHHS NOBEHiHKM (CTpax, arpecia) B npoapo-
ManbHOMYy nepiogi, B 40TUPbLOX — TpUBaNi Au3ecTesii, 6inb y cTonax yTpumyBsaBscs Npo-
TArOM Linoro nepiogy xsopobu. Atakcis 6yna paHHbL0I0 03HAKOIO B AEB’ATU XBOPUX. Y
BCiX XBOPUX Mi3Hille 3’ABMNAchb AeMeHLia, TiNbKU Y ABOX i3 HUX BOHA Oyna paHiwe. Y
xonHomy Bunagky EEI He 6yna Tunooto ansi CJD (CMHXPOHi30BaHi NOBiNbHI Ta rocTpi
XBUNI).

XBopo6y KpeiitTudenbara-Adkoda onucanu Himewbki HeBponatonoru laHe lepxapg
Kpelitudenbar Ta AnbgpoHc ko6 (Hans Gerhard Creutzfeldt i Alfons Jakob) B 20-ux
pokax XX cToniTTa He3aneXxHo oauH Big ogHoro. Big 1968 poky, konu Clarence J. Gibbs
junior i D. Carleton Gajdusek npuwenunu ueit CUHAPOM LIMMMAH3e, CTano BiAoMo, L0
NPUYMHOIO € TAEMHUYUIA IHDEKLINHUA YNHHUK, MEHLUWIA BiO, HAWMEHLUNX TOAI 3HAHUX
BipyciB i Bipoigis. PaHiwe D. Carleton Gajdusek BigkpuB kypy (kuru), Ky XypHanictu
Ha3BanM Yyepes 0AHy 3 ii 03HaK “yCMixHeHa CMepTb”; BOHA NPOSIBNSIETLCS EHAEMIYHO B
HepocTynHux ropax Manya Hogoi BiHei cepen nnemeHi ¢pope (Fore). Kypy nowwmptio-
€TbCS Yepe3 puTyanbHUiA KaHibaniam, 9Koro JOTPUMYIOTLCS Yy NieMeHi ¢ope, BiH €
CBigYeHHAM noBaru no nomepnunx poanyie. Mo3ok i3 po3éutoro Yepena ¢pope Bapunm
B MOCypMHi 3 6amOyka, a noTim 3’iganu abo poamasyBanu no LKipi. IHpeKuiiiHniA YnH-
HWK NPOHKKAB B OpraHiam yepes cnu3ieky abo Yepes TpaBHMiA kaHan. Micns Tpueanoro
iHKyGauiiiHoro nepioay (Bif Kinbkox MicauiB 8o 40 pokiB) noYMHaBCS MOBINLHWIA NPoO-
LLeC YMUPaHHS, 3’ABNSANCS po3naauv piBHOBaru, TpEMTIHHS (“Kypy” nepeknagaeTbes 9K
“TpeMTiHHS"), HeapekBaTHUI Nnay abo cmix. Ha ocTaHHiIi cTagii 3MyyeHi Ta He3paTHI
[0 NepecyBaHHS NN o4ikyBanu ronofaHoi cmepTi abo X nomupanu Big 3ananeHHs
nereHb. “HaBiTb N’sHKiA 9k 4in”, ckaxe notim Gajdusek, — “mir nomituTy, WO XxBOpoba
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NPOSIBNSAETLCS EHAEMIYHO cepef, KaHiGaniB i NoWMPIOETLCS, IMOBIPHO, Yepes NoigaHHS
Tpynie”. Gajdusek Big camoro no4artky nigo3pioBas, WO Kypy € 3apa3Hoio XBOPOoOOIo
(dpakTyHO KOXHa XBOPOOa, ska NPOSABNSETLCS EHAEMIYHO, € 3apa3Hot0). Ane 3apaxeHi
rPU3yHN Ta KPOJIMKU He 3axBOpPinu Ha Kypy. Tenep BiAOMO, L0 YaC CNOCTEPEXEHHS 3a
TBapvHaMu GyB HAATO MaNUM.

Y 1959 poui William Hadlow, BeTepuHapHuii natonor 3 Rocky Mountain Laboratory
(Hamilton) nicna nuctyBaHHs 3 lainaywekom onybnikysas y XypHani “Lancet” nucr, ne
TBEPAVB, L0 3MiHWM B MO3KY XBOPUX Ha KYpY HaraayloTb scrapie — XBopoOy oBeLlb, iH-
Konu Ki3. Scrapie nposiBneTbCa eHaemMivHo B AHrnii Big XVIII cTonitTa i BUKkNnukaetbcs
TAaEMHMYMM BipyCOM, NPO iCHYBaHHSA SKOro Bneplle noBigoMunun ¢gpaHuy3bKi Jocnig-
Huku J.Cuille Ta P.-L.Chelle 1936 poky. Scrapie Bigoma cBoiM TpuBanuM iHKyOaLiliHUM
nepiogom, L0 AO0XOAUTb A0 KiNbKOX POKIB.

Gajdusek yxe 3HaB, YoMy nepLui Npobu 3apaxeHHs nabopaTopHUX TBapUH Oynu
HeBAanMMm, — npocTo Tpeba 6yno yekaTn foBLIe, a TOMY BiH YyekaB. MepLui wumnaH-
3e, 3apaxeHi kypy, 3axsopinu B 1965 pouj. 1976 poky Daniel Carleton Gajdusek otpu-
MaB HalBuLLEe BU3HAHHS, ke MOXe OTpuMaTu BYeHuil, — HobeniBcbKy npemito.

CJD Haragye Kypy i B yCbOMY CBiTi NPOSIBASETLCSA 3 HE3PO3YMIiSI0 HOMY CTaNolo
4acTOTOI OAMH BUMAZO0K HAa MINbAOH HAaCENEHHS, 3aXBOPIOBaHICTb 3pOCTa€e 3 BikoM. [lo
1985 poky 6yno BiIOMO TiNlbKM KiNlbka BUNaAKiB L€ XBOpoOM, ika BUHMKIIA BHACNIA0K
[in MegukiB, — nepecagkun poriBku Ta enekTpodisionoriyHnx JoCnigxeHb i3 BBeeH-
HAM enekTpoAiB Y MO30K XBOPOro. YoMy BUHMKAM peLwuTa BUNagKis — HeBigomo. Yuc-
N0 XBOPUX Micns NikyBaHHS FOPMOHOM POCTY MoYano 30inbLyBaTmucs (HUHI — Npubnms-
Ho 100 xBopux); NOTiM 3’ABUNNCS XBOPI NiCNsA NiKyBaHHA FOHA0TPONIHOM (KM TAKOX
oTpumysanu 3 rinogisy) i nicns nepecagxu niodinisoBaHoi TBepA0i MO3KOBOI 060JIOH-
kv Bif, xBoporo Ha CJD: pa3om npuonusHo 70 xsopux. MpoTaroM ycboro yacy nianag-
ana nig, pu3nK MiHiManbHa KifibKiCTb XBOPUX, SKUX NiKYIOTb FOPMOHOM POCTY (HUHI Leit
rOPMOH OTPUMYIOTb LUASIXOM FeHHOI iHXeHepii, a TOMY pU3UKY Ang LUX XBOPUX HEMAE).

XBopo6a ckaXkeHUX KopiB

1986 poky Gerald A. H. Wells, Binomuii BeTepuHapHuii natonor 3 Central Veteri-
nary Laboratory (New Haw kono JloHaoHa), npu pocnigXeHHi MO3Ky KOPOBU, fika 30,0X-
na Bip, HEBIAOMOI HEBPOJIOTiYHOT XBOPOOM BigKPMB HOBY XBOPOOY — XBOPOOY CKaXXEHUX
kopis (BSE). MaTonoriyHa kapTuHa Haragyeana scrapie.

Bin nooguHokux BUNaakiB HanpukiHuj 80-mx pokiB XxBopoOa NaBUHOMOAIOHO NOLLK-
punacb cepeg nonynauii 6putaHcbkux kopis, 1994 poky 3apeectposaHo 138 359 Bu-
nagkie, fo ciuHs 1997 poky — 6inbw Hix 165 000. MpoTe nisHiwe BSE noyana tpanns-
TUCA He HaATO YacTo — YacToTa ii noasu carae 1—2%, a Taka Benuka KinbKicTb BUNag-
KiB NOSICHIOETLCS BEIMKUM YUCNIOM nonynsuii xynoou y Benwkiin Bputasii. Mepwvm nu-
TaHHaM, sike 3agaB cobi Gerald Wells, 6yno Te, YoMy eninemia BUOyxHyna cepep, Kopis
came Tenep. Bignosigb Gyna BigHOCHO NpocTa: KopiB rogysanv BUCOKOOiNKOBUM KOp-
MoM (T. 3B. “meat and bone meal” abo “cow cake”), akoro oTpumyBanu 3 BiAXoAiB 3a-
6uTKX OBeLp i KopiB. 3a Kifbka poKiB [0 NOABM KNiHIYHUX BUNAAKiB cepepn, KopiB TEXHO-
NOTiYHMIA NPOLLEC OTPMMAHHS LbOro NPOAYKTY 3MiHMAW. 3MiHa TexHonorii npu3eena Ao
TOro, Lo iHpEKLiHMI YUHHUK (NPIOH), AKNIA MICTUBCS Yy BIBLUSX | KOPOBaX, 3aNULLABCS
B KOPMi i 3apaXkaB HOBMX TBApUWH. Ane noaasnblli 3anuTaHHS 3By4anu 3M10BiCHiwwe: “Yu
MO>Xe Tenep Leil YNHHUK 3apa3uTu NioguHy?”, “Yu 3arpoxye Ham apyra, 3HayHo Ginb-
wa 3a enigemito kypy?” Hezabapom BSE 3’siBunacsi B iHWIMX TBApUH: aHTUNOMK, [O-
MalHbOro kota (xsopoba “Mad Max” Big HasBu kota — Max), renapga, nymm,
ycypiiicbkoro Turpa i 6i3oHa. Yci Ui TBapuHM 0TpUMYyBanu Kopm, 3d6arayeHuii Ginkamu.
Yci, Kpim aHTUNONK, 9Ka 3apasunacb BepPTUKaNLHO (Big, MaTepi A0 NOTOMCTBA), 3apas3u-
nucs K Npy HaTypanbHii scrapie.
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Kypy ta CJD ekcnepvMeHTanbHO Nerko BUKIWKAKTb Y MaBM i WWMMNaH3e, 3Ha4HO
Baxye B rpuayHie. XBopo6olo scrapie — HaBnaku, nerie 3apasuti MuLLei, Baxye
Magr, a LMMnaH3e B3arani fo Hei cTiliki. lo 6epe3Hs 1997 poky BBaXxxanu, 3a aHanori-
€10 3i scrapie, L0 NoaMHa, ska reHeTMYHO HanbdnMxya Jo LWMMnaH3e, He NoOBMHHA 60-
artuca BSE. 3anuwanocs Tinbku ogHe “ane”. BoHo noe’s3aHe 3 BigkputTam Alan’a G.
Duckinson’a i Hugh Fraser’a (EginOypr), wo iHdekuiiiHWiA YuHHKK scrapie GionoriyHo
HEO[HOPIOHWIA, iCHYIOTb 1 0ro piHoBMAM — wTaMun. OpHI LWTaMW BUKSIMKAOTL XBOPOOY
LIBWAKO, iHLI — MNOBINbHO, a AeaKki B3arani He BUKNMKaloTb. LLtamu Bigpi3HaoTbCS Ta-
KOX IHTEHCUBHICTIO i noKanisauieto BUKIMKaHNX Y MO3KY 3MiH. [TMTaHHS CTOANI0 Tak: 4mn
enigemito BSE BuknnkaB iHWwKiA, arpecuBHiwmnii wrtam? Y xoetHi 1997 Moira Bruce 3i
cnienpaujisHukamu Ta Hill 3i cniBnpaviBHnkamu ony6nikysanu BignoBifb: WTam NpioHy,
akuii Buknukae nvCJD i BSE, ineHTuUuYHI i Bigpi3HAIOTLCA Bif, BiAOMMUX LUTaMiB Scrapie.

MpioHu B Ntopeii | TBAPUH BUKNMKAIOTL PiaKICHI HellpoaereHepaTuBHi XBopoou, Lo
XapakTepu3yloTbcs HakonuyeHHsiM y LLHC naTtonoriyHoi dopmu Ginka, sikuii € Hopmanb-
HUM KOMMNOHEHTOM KniTuHW. Lia natonoriyHa ¢popma € gyxe cTilika fo Aji pepmeHTie-
npoTeas, YuM i MOSAICHIOETLCA aniMEHTapPHUM LWNFX 3apaXKeHHS.

Y Benukiit BpuTaHii TpMBaloTb iIHTEHCUBHI [OCNIAXEHHA Npobnemu, 30kpema, BCi
Bunagku CJD peecTpyloTbca B cneuianbHOMY LeHTpi B EAiHOyp3i nip kepiBHULTBOM
Robert’a Will’a. 3adikcoBaHo cMepTb TPbOX dhepmepiB, ki BUpoLlyBanum kopis 3 BSE,
ane ue morno Oyt BunagkoBsicTio. MoxinBo, Ui depmepu XBOPINM Ha CNOPaAUYHY
CJD, a He Ha nvCJD. Paniwe 3adikcoBaHo nposeu CJD y Kinbkox monoaux oci6 (Haii-
monoawwmii mae 19 pokiB), ogHaK Toai MoXxHa 6yno nogymarm, Lo Le BUNaakoBuii 36ir
o6cTaBuH. Tenep 3po3ymino, wo e 6yB nepeaBiCHUK MabyTHLOI Bypi — iHdeKLjliHO-
ro nowwvpeHHs nvCJD cepep niogei.

Y 6epesHi 1996 poky GpuTaHCbKuii ypsg, 3poovB 3asBy Npo BusiBneHHa 10 Bunaa-
KiB HoBOro BapiaHta CJD B niogeii. nHamika nosisn nvCJD € Takolto: y ciyHi 1997 poky
3aranbHa KiNnbKicTb XBopux ctaHoBuna 14 ocio, y 4yepeHi 1997 poky — 17 oci0, y Bepec-
Hi 1997 — 21 y Benwukiii BpuTanii Ta 1 — y @paHuji. 80% XBOpMX CTAHOBUAK XiHKU, Ce-
pepHiii Bik xBopux — 29 pokiB, cepepHs TPUBaNiCTb XUTTA nicna xuTtra — 14 micsuis.

MpioH — HOBI iIHPEKLiNHI YNHHUKN

LLlo BigoMo npo OymoBy 36yaHMKa scrapie, IKOro Tenep Has3uBaloTb “npioHom”?
Stanley B. Prusiner, skuit 1997 poky otpumaB HoGeniBcbky NpeMito 3a CBOIO KOHLien-
L0, BBaXae, WO iHbeKUiiHUA YUHHUMK Scrapie (prion — CKOpOYeHo Bif, proteinaceous
infectious particle, ronocHi nepectaesneHo) 3a 6ya0BO NPOCTiLWKIA 3a BipYyC i He Mic-
TUTb HYKNEiHOBOI knucnotu. FinoTesy nNpo NpioH uei B4eHUi BuCYHyB 1982 poky; BoHa
npunyckana, Lo NpioH cknagaeTbes Tinbky 3 Ginka. Stanley B. Prusiner oTpumas yuc-
TWIA NpioH i Ha3Bag ioro PrP (Big aHrn. prion protein). Leroy Hood 3 California Institute
of Technology “npoyntas” cknan aMiHOKUCNOT LibOro Ginka, 1o 6yno BUKOPUCTaHO Ang
KNOHYBaHHS reHa ans PrP.

CeHcauia BubyxHyna 1985 poky. Toai Bruno Oesch, sikuii npautoBaB B OfHii 3
Haiikpalumx nabopatopiit monekynsipHoi Gionorii B €poni B Charles’a Weismann’a
(Lkopix), knoHyBaB reH ans PrP i HecnoaiBaHo 3’acyBaB, LU0 Le 3BUYANHMI KIITUHHWIA
reH, K1l MaloTb BCi CCaBLy, a TAKOX, iIMOBIPHO, NTaxu Ta MyLKU-aApo3odinu. Llei reH
Koaye 6inok, SKMin MaloTb YCi CcaBLi, i MiCTUTb TaKWiA CaMMiA NaHLIOT aMiHOKMCNOT, 9K
i PrP, ane mae peski iHWwi BnactmMBocCTi. Prusiner TBepanTb, WO Pi3HULA KPUETLCS Y
NpoCTopOBii OyaoBi, TOOTO B TPETUHHINM | YeTBEPTUHHIN cTpykTypax. Lle i nigTBepave
Byron Caughey 3 laminstoHy (CLLA).

MpoTe nuwaeTbea Kinbka 3anutaHb. 9K “HopmanbHuiA” 6inok Habysae puc “Bipy-
cy”, To6TO0 cTae iHdekuiiiHuM? Prusiner BucyHye rinoteay, wo PrP, ak matpuug, “HaB’-
A3y€e” CBOIO MaToJNIOriYHy CTPYKTYpYy “HOpmasibHoMy” Oinky. Mpo Take siBuLLe nucas
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Bipomuii panTacT Kypt BoHHeryT (6part sikoro GyB BijoMMM aMepuKaHCbKUM KpUCTaso-
rpacdom) y kHu3i “KonmckoBa ang kota”, ge nig-9 npu 3iTkHEHHi 3 BOAOI0 NEPETBOPIOE
ii moBHiCTIO B Nig-9, 3HMLLYIOYM BCi 3anacu Boau y CBiTi. A wo X 3i scrapie? Prusiner
BBaXae€, Wo PrP moxe maTtu Kifibka NPoCTOPOBUX KOHGOPMALI, WO i € Pi3HMMM LWITA-
mamu scrapie. Jlaypeat Hobeniscbkoi npemii D. Carleton Gajdusek, sik i Byron Caughey
ZyMmaloTb no-iHwomy. Cnoyatky PrP cTBOpIOE Haye sapo KpucTanisadii, HAaBKOJIO IKOro
BigKknapalTbes iHWi yacTuHkn PrP. @opma kpuctany moxe 6yTu HalipisHOMaHITHILLOO
(3a aHanorieto, 9K 3 BOAW YTBOPIOOTLCA CHDXMHKY Pi3HOi ¢popmu). Ha xanb, HiXTO He
crnocTepiras MexaHi3my yTBOPEHHS Pi3HUX KpuUcTanis (LWTamiB) scrapie, Lo, NpoTe, He
03Hayage, Lo TaKOro MexaHiamy He icHye. MoXnMBO, TaEMHILA Scrapie Yekae Ha TPEeTb-
oro naypeara HoGeniBcbkoi npemii (nicna Prusiner’a Ta Gajdusek’a).

3anutaHHSA 0e3 BignoBiAi

Ak nikyeaTi xBopobu, L0 iX BUKIUKaOTL NpioHN? CneundiyHoro npenapary HUHi
Hemae. Busyaiote amdoTtepuunH B, gaknid, sk 3’acyBanocs, 3mMiHIOE KiHETUKY NaTosnoriy-
HOro HakonuyeHHs npioHis y LIHC. B ekcnepuMeHTanbHuX NpioHHUX XBopoOax BMNpPO-
60ByeTbCS aHTpaumkiiH IDX-gokcopy6iumH, akuii cnpuse pe3opobuii naTonoriyHMx npi-
OHHMX Bnswok y LIHC, wo Bege A0 CMOBiNbHEHHS PO3BUTKY XBOPOOM Ta NOAOBXEHHS
XWUTTS TBApWH.

HewonaeHi BUB4eHHSA aminoigHoro Ginka B LLHC npu xBopo0i Anburaiimepa 3a-
CBiguunM nofibHicTb 1oro CTPYKTYpY [0 CTPYKTYpu Binka npioHy. MoXnu1Bo, BUBYEHHS
NpPioHiB 3pOOUTb TAKOX MOXIMBUM 3’ACYyBaHHSA NPUYMHU XBOPOOM Anburaiimepa?

1998 poky 3’siBunocb nosigomneHHs npo nosey B CLUA cnopaguuHoi CJD (He
nvCJD) y nogpyxHboi napu 3 intepeanom y 4,5 poku. Jlikapi He MOXYTb NOSICHUTH, Yn
e npocTuit 36ir 06CTaBuUH, YX, MOXE, OAMH NALLIEHT SKUMOCH LUSIXOM 3apa3uBCs Bif,
iHWoro?

Akunir pusuk enigemii CJD? Monogi ocobu, ski HewopasHo nomepnu Big CJD, 3a-
pa3unucs, iMoBipHO, Ha noyatky 80-ux pokis, konu 6ynu e aitbmu. Ha novatky eni-
nemii BSE He Tinbky He ycBigomloBanu po3Mipie enigemii, a i He Gyno LPUANYHUX
[OKYMEHTIB, siki 6 3a60pOHANM BUKOPUCTAHHSA BigXOAIB Xyno0u Ang NpuroTyBaHHs Kop-
MiB TBapuHaM. Taka 3a0opoHa 3’asunacs B nunHi 1988 poky, a TOMy MOXHa NpunycTu-
TH, WO M’SCO KOPiB, HApOXXeHUX Micns Liei agaTv, noBUHHO Oyt 3a0poBum. Cnpasgi,
enigemia BSE cepep, xyno6u nosoni 3racae: 1994 poky 3acgikcoBaHO NpuOSIM3HO
23 000 sunagpkie, a 1995 poky — 14 000.

MpoTe HeBigOMO, CcKinbku noaen 3apasunoca ao nunHsa 1988 poky. Kinbka, Kinb-
KaHaguUaTb, 0eCATKU, COTHi 4y BGinblwie? Ha Le ocTaHHE 3anuUTaHHA 4ACTb BigNOBIab Yac.
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