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TepHoninbCbka AepxaBHa MeamyHa akagemis iM. |.9. FopbayeBCcbkoro

1972 p. nomMep OAVH 3 XBOPWUX BiJ, ManoBigoOMOI
Ha Tol yac xBopobu Kpowntudenbara-dkoba. Buasums-
LN B rOJIOBHOMY MO3KY MOMEPJIOro rybyactuii CroH-
rios, lMNpto3iHep 3auikaBUBCS NMPUYNHOK MO0 BUHMUK-
HEHHS. Ha TOW 4ac, MOX/MBO, BiH HaBiTb YSBUTU HE
Mir, WO LUen BUnagok 4actb MOMy 3MOry BiOKPUTU Kap-
OVHaNbHO HOBWUI TUN 30yAHMKa, 3a wo y 1982 p. BiH
oTpumae HobGeniBcbky Mpemito i CBITOBE BU3HAHHS.
Moro BigkpuTTa 3AIMCHWUTL PEBOMIOLIID B AOrMax
Gioximii, monekynapHoi 6ionorii i MmeanuMHn B3arani.

MpioH — naTtoreHHuii GiNOK TBAPUHHOIrO OpPraHi3-
My, WO BUHUKAE LWINAXOM KOHdOpMaLii anaToreHHol
uenonapHoi Gopmu 6inka B NaToreHHy i nposiBnge
LMTONATUYHY AiI0 B HEMPOUUTAX i MiouMTax, nopyLuy-
104N X PYHKLIO.

BupinaioTb Taki ABi OCHOBHI dopmu Binkie: PrPc
(uentonapHuin) i PrPsc (ckpeni-acouiioBanuin). Kpim
TOrO iCHYIOTb NPOMiXHi dopmu: PrPsen (4ytnueuii oo
npoTteas) Ta PrPres (He yyTnuBuin oo npoteas). O6ua-
Ba 6inku kopytoTbcsa reHom PRNP, kapToBaHuUM Ha
KopoTkomy nnedi 20-i1 xpomocomu [1, 2]. MpoTeiH-
npioH (PrPc) cknapaeTtbcsa 3 254 amMiHOKMCAOT, BKJIO-
yaroun 22-yneHHi N-tepmiHanbHi nostopu. Moneky-
ngpHa maca crtaHoBuTb 30-35 k[a [2]. Binkn PrPc i
PrPsc BigpigHatoTbca cBoeto Il i IV cTpykTypamu,
KinbKicTio (-wapiB i o-cnipanei. ¥ 6inky PrPsc cytTe-
BO Ginbwe B-wapiB — 43 % (B PrPc — 3 %) i pewo
MeHLwa Kinbkicte (34-43 %) o-cnipanen. LWTamocne-
uMdivHi BNAaCTMBOCTI MPIOHIB 3aKOA0OBaHI B TPETUHHIN
cTpykTypi PrPsc [3].

HesBaxaloun Ha KOPOTKMA XUTTEBWUIA nepion, na-
TOreHHuin npioH (PrPsc) 36epirae cBoOi BNacTUBOCTI
NPOTAroM TPUBAJNIOro Yacy. BiH CTilikicTb 4O npoTeoni-
TNYHUX pepmeHTiB, di3nYHOI i Pi3MKO-XiMiYHOT Aji. [Hak-
e Kaxy4yu, 3 yCbOrO XWBOrO MPiOH FMHE OCTaHHIM
[4]. OpHak 6yno [OBeOeHO, WO MpU TPUBANIOMY KOH-
TakTi 3 NpoTea3amMu NaTOreHHi NPIOHN PYNHYIOTbCS.

Yepe3 KoHCepBaTUBHICTL OynoBu BGiNkiB NpPioHIB
Pi3HUX TBaApWH, MiXBMOOBOro 6ap’epy akTUYHO He
icHye. lNMepewkopxaoymm dakTopamn B MiKBUAOBIN
nepepadi €: KOHUeHTpaLis Ao3u b6inka, KinbkicTb na-
caxiB, BUA «OOHOPa» i «peunnieHTa», Wasgxu nepe-
[audi, cnagkoBa CxXunbHicTb [4, 5].

OpHak, 9knmMm 61 He OyB LINAX nepepnadi NpioHiB,
crneplwy BOHWM 3’ABNSIOTBCA B KNiTUHax nimdopeTun-
KYNSIpPHOT CUCTEMU MUrganukie, TMmMycy, nimdoBy3nis,
cenesiHkn i 3ocepenxeHi B B-kniTMHHMX 30Hax
NiMOOIAHOT TKaHMHW. TyT MOX/MBa X YacTKkoBa pe-
nnikauis. HelpoiHBasia BinOyBaeTbCsa 3a yyacTio Au-
depeHuinoBaHmnx B-nimdbouuTiB, ogHaK HanexHoro
MOJIEKYNSIPHOrO0 OOrpPyHTYBaHHS iX pofi B NaTtoreHesi
npioHoBUX xBOpobO Hemae [6].

Mpun iHdiKyBaHHI HEMPOHIB, NMPIOHN 3B’A3YI0TbCS
3 peuentopamu MemM0bpaH i aKTMBYETbCS €HOOLMUTO3,
O CNpUSE NepeHocy MpioHiB y kniTuHy [7]. OTxe, 3
OpraHiB iMyHOreHe3y MnpioHn Mo HepBax (aHTepo-
rpagHum i peTporpagHMM TPaHCAOPTOM) OOXOAATb
0O HaMbnmMX4mx akcoHiB. TyT 4Ymcno npioHiB
36iNbWYETLCA A0 AESKOro KPUTUYHOrO PIiBHA, micns
4Oro BOHW MOYMHAIOTb MEPECYBATUCHA B HAMPSAMKY 00
CMWHHOrO, a gani — A0 rojsioBHOro Mo3Ky. Penponayk-
Lig NpoxoauTb HE NULWIE B HEMPOHax, ane W B raHrn-
ianbHMX enemMeHTax. Ha oymky geskux cneujianicTis,
KJII0HOBY POJSib Yy natoreHedi PrPsc BigirpatoTb acTpo-
UUTW Ta iHWI KNiTUHW rAil, Npo Wo CBiA4YUTb niaBuLLe-
HUI pPiBEHb LMTOKIHIB Ha Mi3HIX CTafdisix 3axBOPKOBaH-
HA. PrPc 3HaxoaaTb Yy 30BHIilUHIK noBepxHi membpa-
HW, ToAi 9k PrPsc — B cepenuHi kKnitTuHuU. BupaneHHsa
PrPc 3 noBepxHi iHdikoBaHUX npioHaMu KNiTUH Gno-
Kye PrPsc BHYTPILIHbOKNITUHHO. TOOTO, HA KNITUHHIN
MeMbpaHi € HeobxigHM nonepedHuk PrPsc, i ue o3-
Hayae, WO KOHBEPCIA KIITUHHOI i30dopMn B CKpeni-
i3opopmy npoxoanTb abo Ha MemOpaHi KNiTuHU, abo
yepes KNTUHHUIN eHpounTo3 PrPc.

BnacHe cuHTE3 MpioHIB 00 KiHUS HE 3’COBaHO,
TOMY CTBOPEHO Taki TpU MoAeni Lboro npoLecy:

1. Mogenb retepoaumepusaLiii — rpyHTYeETLCA Ha
3MiHi KOHdoOpMaLii uenonapHoro Ginka Ha MaTpuui
MOHOMEpPa MaToOreHHoro.

2. Mogenb nonivepusadii — FPYHTYETLCS Ha nepe-
XOAi LentonsapHoro 6inka B naToreHHWn npu KOHro-
Mepauji 1oro 3 arperoBaHMMN naToreHHUMK Binkamu.

3. Moaenb KOHGOpPMaLIiiIHOI KOHBEpPCii — 3aCHO-
BAHO Ha Teopil iCHYBaHHA PO34MHHOI (S) i Hepoa3-
4ynHHOi (A) dopm. Mpu B3aemopji S i A dopm Biaby-
BAETbCH nepexia uentonsapHoro 6inka B ckpeni-aco-



uiroBaHun 3 noganblWol TpaHchopmauiero S B A
dopmy. lMicna yuboro moxnmee abo YyTBOPEHHSI HO-
BUX arperaTiB, abo npuegHaHHa 0O MaTPUYHOrO.

Kpim TOro, BigOMO LWe OaHy Teopitd dpopMyBaHHSA
NpioHiB, PO3pPO0ONEHY NMPU AOCHIOAXEHHI HOBUX NiKiB
NPOTW paky, NPUHLNMOM Al 9KMX € MPUrHIYEHHS Npo-
Teas [8]. B Hopwmi, nig yac cuHTe3dy npioHiB, y PrPc
BiAOyBalOTbCA «TEXHi4Hi» 3001 i CMHTE3YyITbCH «MNO-
namadi» 6inkn (PrPx), aki 3pasy X ycyBalTbCs Mpo-
TeazamMu. lpu BUKAKYEHHI NpoTeas3 «nojamMaHi
Oinkn» HakKoMMYylTbCa | NepeTBopiolTbCca B PrPsc.

¢k BBaXatoTb, 6inok PrPc HeoOxigHW ana Hop-
MasibHOI CMHaNTUYHOI GYHKLII. MMpunyckawTb, WO BiH
Oepe yyacTb y MiKXKNITUHHOMY BMi3HAHHI i KNITUHHIN
akTuBauji. LlenionsgapHuin npioH BUXOOUTb Yepe3 MeM-
OpaHy i 3’eQHYETLCA 3 ryaHO3nHGOCHaJNTUAIHOSUTO-
nom (IF'dl) Ha T noBepxHi Ans BUKOHAHHS CBOET DYHKLT.

Binok PrPsc 3ymoBntoe Bakyoni3dauito i Habpsk
HENPOHIB, rinepxpomito KNiTUH ypKiHbE, AeMiEniHi-
3auito BONOKOH, TUIPONi3, kapionia, nponidpepadito
acTpouuTiB i rnii. Monekyna natoreHHoro 6inka
MiCTUTb NpMBAN3HO Ha 10 % MeHwWwe 3irHyTux ging-
HOK, HiXX Mosiekyna 6inka HopmanbHoro. MakTu4yHo,
NnaToreHHUM NpPioH «HEBUHHUN» Yy TpariyHUX Ha-
cnigkax — 3MiHa TPETUHHOI i YeTBEPTUHHOI CTPYKTYpU
Oinka Npu3BOANTbL OO0 3MiHM akuenTopa, KU BXe
HEe pPO3pPiI3HAETLCA peuenTopamMu MembpaHu, TOMY
MPIiOH HE MOXe BUNTU 3a MeXi KIITUHWN i HAKOMNYYETb-
Ce Yy BTOPUHHUX fli30COMax.

Ak roBopuTtb Npod. A. TapaxoBCbKUN, «...KJITUHA
crnpunmMae uen Binok K Yy>XOpigHWIA | HaMaraeTbCcs
SHULUTN NOro, NEPETBOPUBLLN B LWOCH, L0 HE MOXE
OyTW BUKOPUCTAHUM KIiTUHOIO; ...3 TOYKM 30pYy KNiTU-
HW, BOHaA BWKOHana CBOK GYHKLUiO, iHAKTUBYBABLUU
0inok HenpaBwunbHOI KoHdOpMaLii. Ane Ana KAiTUHU
Uda iHaKTMBaLig Ma€ TparivyHi Hacnigku, TOMy WO He-
bYHKLOHaNbHI BiNKM HAKOMUYYOTLCSA B KAITUHI | Npak-
TUYHO 3HULLYIOTb ii...» [9].

Wnaxn iHdikyBaHHA npioHamMu BigirpaioTb Bax-
NVBY POfb Y PO3BUTKY 3aXBOPIOBAHHS. IX MOXHa BU-
3HA4YNUTU B TakKin NOCAIAOBHOCTI, 3a LWBWUAKICTIO PO3-
BUTKY CMMMATOMAaTUKK: iHTpauepebpanbHUii, iHTpaBe-
HO3HWI, I(HTpanepuToHeanbHUN, MNIAWKIPHUNA,
opanbHuiA. Hanpwuknag, fosa, HeobOxigHa nna 3apa-
XXEHHS NpioHaMW MULWIEN NMpU OpasibHOMY LUISAXOBI,
noeuHHa 6yt B 200 000 pasziB BULWLOIO, HiX Npu
iHTpauepebpanbHOMY LWnaxy [4].

XBOpoOU, WO BUKIMKAKOTbLCA MpioHaMK, noains-
I0TbCS Ha ABi rpynu: 1) cnoHriopopmHi eHuedano-
natii, abo rybyacTi eHuedanonarii (FEM); 2) cnoHrio-
bOPMHUIA MIO3UT 3 MNPIOH-aCcOoUiiOBAHUMUN BKITIOHEH-
HamMun. o nepwoi rpynu Hanexartb Taki HanbinbLu
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BMBYEHI MPIOHOBI 3aXBOPIOBaHHA: CMHAPOM [epcTtma-
Ha-LlWTpaycnepa-LlWenHkepa (Crulll), daranbHa
cimeliHa iHcoMmHis (PCI), xBopoba kypy, xBopoba Anb-
nepca (XpoHiYHa nporpecytya eHuedanonartia au-
Ta4oro Biky), xBopoba Kpontudenbara-dkoba (XK4HA),
amMioTpodivyHMIi nerikocnoHriod (xsopoba MioTua).
KniHiyHa cumnTOoMaTmMka LMX 3aXBOPIOBAHb 3a1E€XUTb
Bif, Nlokanizauil naTtonoriyHOro npoLecy, CTyneHs ypa-
XXEHHS, BUAY 3axBOPIOBAaHHSA. He3Baxalwuyu Ha pos-
MUTICTb KNiHIKW, MOXHa BUAOINUTWU CHiNbHI po3naan B
Takux coepax: posnag 4ytnmeol chepu (BTpata i no-
PYLWEHHS 4Y4yTAMBOCTI), NOPYLUEHHS PYXOBOI cdhepu
(aTakcia, napaniy, atpodia M’a3iB), NMOPYyLIEHHSA MNCU-
Xiku (anpakcis, amMHe3isa pi3HOro CTyneHsd, Aenpecis,
COHNMBICTb, arpecuBHICTb, 3HUWXEHHS iHTenekTy) [4].

Pesynbtatn natomMop@OonorivHnx [ocnigXeHb
MO3KY XBOPMUX, WO 3arnHyan Bif, MPiOHOBMX XBOPOO,
nokasanu pucu nogibHocTi i BiAMiHHOCTI. Makpocko-
niYHO BMU3HAYaETLCSA aTPOdis rosIOBHOr0 MO3Ky, 0CO0-
nmBo 3Ha4vHa npu XKHA, cTyniHb K0T BNaMBae Ha Tpu-
BaNiCTb BUMXMBAHHSA. [CTONOMYHO BUSBASETLCA CMOH-
riobopmHa pereHepaduis, atpodisa i BTpaTta HEpPBOBUX
KNiTUH, acTPoOUUTapHUIiA rnio3, aminoigHi 6nawkn, Wwo
MiCTATb MPIOHOBUIA BiNOK, a TakoX BiACYTHICTb 3a-
nanbHUX peakLuin.

XBopob6a Kpoiitudenbara-Akoba (XKH). Tpe-
TUHY YCiX MPIOHOBUX 3axBOpioBaHb 3anmae XK4H, cnoc-
TepiraetbCa 3 yactoTolo 1 Ha 1 MAH, NepeBaXxHO B JiO-
nen crapwmx 40 pokiB i € niarocTpoto eHuedanonaTieto,
B OCHOBI KOl NIE€XUTb MOBISIbHE BiAMUPAHHA HENPOHIB.
[MpioHV NPOHMKAIOTL B OPraHiaMm JIOAVNHU PISHUMW LLINS-
XamMu: Npu XipypriYyHMX BTPYYaHHSX, BBEAEHHI FOPMOHIB
pPOCTy, eKkcTparoBaHux 3 rinodidy NoavHW, TpaHCnIaH-
Taujgx (poriBku, TBEPAOI MO3KOBOI 0O0IOHKM), MPU BXW-
BaHHi B XXy M’aca, MO3Ky TBapWH, XBOPUX Ha KOPOB’A-
4MM cKad, CKpeni; 3apal3 BeOyTbCHA MOLIYyKM nepepadi
NMPIiOHIB 4Yepe3 MOJIOKO i MOIOKOMPOAYKTM, KOCMETU-
Ky. MopdonoriyHO BUABASIOTE Andy3HY atpodito Kopwu
M, cnoHriodopmHi 3MiHW, ANCTPODI0 HEMPOHIB, ami-
n0igo3 MO3Ky, BMNAAAHHS HEMPOHIB, PeakTUBHY Mpo-
nidbepauito actpounTiB. Y KNiHIUI BUAINAOTbL TeTpaay
CUMMOTOMIB: MNiArocTpa nporpecywyda gemMeHuis, mMio-
KJIOHIi, TWMOBI NepioanyHi kommaekcy Ha EEl i npwn
HopmMasibHOMY sikBopi. Tlopsaa 3 uum, cnocTepirarTb-
CS MO304KOBiI CMMMTOMU, PO3naan 30POBOr0 Crpuin-
HATTH, HaOSOEepPHI OKOPYXOBi MOPYLUEHHS, NepegHbo-
porosi cumnTomu. CepepHin Yac XUTTS XBOpUX Micns
BUHUKHEHHS NEPLUIMX CUMMNTOMIB HE MEPEBULLYE Of-
HOrO POKY, PIOKO KOS XBOPiI XUBYTb AOBLUE.

XBopoba Kpontudenbara-dkoba npeacrtaBneHa
TpbOMa KNacu4HUMU popmMamMn: 9TPOreHHO, CiMein-
HO | cnopaguyHoto. 3apas BUAiNEHO HOBY (popMmy —
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atunoBy (abo 6putaHcbkmin BapianT [10]), nepwi Bigo-
MOCTi Npo ue 3’asuanca 6 keiTHa 1996 p. B >XypHani
«The Lancet» [4], ua ¢opma BMHMKAE NEPEBAXHO B
MOJI0AOMY BiLli BHACMIAOK BXVBAHHA B DKy M’dca KOpiB,
xBopux Ha EK (rybyacTty eHuedanonartiio kopis, abo
KOpoB’aunii ckaaz). KniHiyHi cumntomMm 6nm3bki OO0 XBO-
pobu kypy i aTporeHHol dopmmn XKHA. Y Takmx Bunag-
Kax CMoCTepiraeTbCs NepeBaxaHHA aTtakcii Hag, ae-
MeHUie, B OionTatax MO3KYy BUSBNSAOTb aMinoigHi
6nawkun 3 PrPsc. JletanbHicTb ctaHoBuTb 100 %.

3a xapaktepoM nepebiry BmainsaioTb Tpu Gopmun
XBOpoOuU:

1) 3 NOBINbHUM NpOrpecyBaHHAM Ha MNO4aTKO-
BUX eTanax i WBUAKUM B KiHL;

2) 3 nepcucTyounM nepebirom;

3) 3 WBNOKMM MOYATKOM i MOBIIbHAM 3aBEPLUEHHSM.

3anexHo Big nepeBa)xakt4oi aHAaTOMIYHOI noka-
nigauil CNOHrioGOPMHUX BOTHULW, BUAINAITb 5
nigrpyn XK4:

1) Tun 9kob6a, abo KOPTUKO-CTpiaTo-crniHanbHa
dopma;

2) Tmn XoHAOeHxalHa, 3 nepeBaXxaHHsaM B MNOTU-
JNINYHIN KOPi;

3) ondysHunii Tun (LWtepHa i MapceHa) 3 BOrHU-
WaMu, CKOHUEHTPOBAHMMU B Ga3asbHUX FaHraiax,
Tanamyci;

4) atakcuyHuii Tun (bpoyHena-OnnceHraniHepa),
npu 9KOMYy 3HA4YHOIO MIPOK YPaXKaeTbCsd MO304OK;

5) naHeHuedaniyHMM TN, NPU AKOMY CTYMiHb
ypaxeHHs 0ifiol peyoBMHM He MPONOPLINHUIA gere-
Hepauii Cipoi peyoBuHMN.

HeBponoriyHa kiiHika XxapakTepu3yBaTuMeTbCH
CYKYMHICTIO CMMNTOMIB i CUMHAPOMIB BiANOBIAHO [0
DINSHKM ypaXXeHHs Cipoi 4M Binoi pe4yoBUMHU MO3KY.

MpoapomanbHi cumntomm XKA He cneundiyHi,
BKJIIO4AKOTb aCTEHIl0, MNOPYLWEHHS CHY i aneTuTy, 3HU-
XXEHHS1 Macu Tina, BTpaTy nibigo, NOpyLIeHHs yBarwu,
nam’qaTi i MUCNeHHa, 3MiHa noseniHku. lNepwoto 03-
Hakol XBOPOOW 4acTo € 30pPOBi NMOPYLIEHHS, Binb
rofoBu, 3anaMmopoyeHHs, napectesii. 100 % npuxnt-
TEBaA JiarHocTmka BiACYyTHHA. 3a YHipikOBaHO!O
KNiHIYHOO Knacudikauieo, BUAINAITbL LOCTOBIPHY,
iMOBIpHY i MoxnuBy XK.

JocToBipHuii piarHo3 xBopobOM BCTAHOBMIOETHCS
3a OOMOMOroK CTaHOAPTHUX | MOPMONOriYHMX TECTiB
i/abo BUABNEHHS ckpeni-acouirioBaHux ¢ibpun. IMo-
BipHmy piarHo3 XK¢ moxe matu micue y Bumnagky
NpOrpecyoyol geMeHuii i Tmnosux 3miH Ha EElN, a Ta-
KOX MPW HAABHOCTI ABOX 3 KJ/IHIYHUX CUMNOTOMIB:
MiOKJIOHYyCa, 30POBUX YN MO304YKOBUX MOPYLUEHb
(aTakcii), nipamigHMX 4mnm ekcTpanipamigHux nopy-
LeHb, aKiHeTU4HOro mytuamy. MNMpu moxausomy piar-
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HO3i XKY nopylweHHsa Ti X, WO W npu MMOBIpHOMY,
ane 6e3 komnnekcHMx 3MiH Ha EEIl, i xBopoba Tpu-
Bae MeHLe 2 pokie. Habyta XK{A peecTpyeTbcs y Bu-
nagky nporpecyyoro MO304KOBOro CUHAPOMY Y
XBOPUX, WO OTPUMYBANIN FOPMOHU Tinodi3dy, a Takox
npun Hag9BHOCTI B aHaMHe3i (pakTopiB puU3ukKy (TpaHc-
nnanTauia opranie). CimeriHa XK{A peectpyeTtbcsa y
BMMaaKy AOCTOBIPHOrO 4YM MOXNMBOro giarHosdy XK
y OGAM3bkMX POAMYIB, @ TakOX MPU HAABHOCTI HEnpo-
MCUXIYHMX MOPYLUEHb, NOB’A3aHMX 3i 3MiHAMW B reHi
PRNP. Mpwu cimenHin XKA npmuBepTaloTb yBary KiiHi4Hi
Ta natoMop@onoriyHi ocobnmMBoOCTi, NOB’A3aHi 3 xa-
pakTepomM MyTalii B reHi.

CuHppom lFepctmaHa-lUTpayccnepa-LUeiiH-
kepa (Cruiwl). lMepemaetbca 3a ayTOCOMHO-A0Mi-
HaHTHUM Tunom. Tpannsetbca B 10 pasiB piawe XKH,
yacTiwe B ocib ctapwwmx 40 pokiB. IHkybGauiiHMin nepi-
on TpuBae noHan 4 poku. CrUULL xapaktepunsyeTbcs
arakcieto, aucoarieto, posnagamm doHauii, HapocTa-
I04MM HegoymcTBOM. [lepebir 3axBOPOBAHHA TPUBAE
6nn3bko 5 pokiB, nicnsg 4Yoro Hactae cMmepTb. Mopdo-
NOTiYHI Ta KNiHiYHI 3MiHM 3anexaTb Big, MyTaLin B KO-
noHax PRNP rena (102, 105, 117, 198, 217). Buaing-
I0Tb CiMelHy i cnopaguyny dopmu. Crillll mae gea
BMAn: «ATakTndyHmin cuHgpom [LULL» 3 nepeBaxato-
YOIO aTakciel, aeMeHTHun cuHgpom LWL Y peakunx
ciM’ax 3 aTakTU4YHUM cmHgpomom [LULL BmaingaoTh Taki
cUMATOMU, K amioTpodii, CyaoMm, MIOKIIOHII, CUMMATO-
MW ypaxeHHs cToBOypa Mo3Ky. pu iHWin dopmi xBo-
pobu, fka oTpumana Ha3By AEMEHTHOrO CUHAPOMY
MWL, npoBigHOW B KAiHILI € AeMeHujis 3 ekcTpanipa-
MigHUMM | nipamigHuMn cumntoMmamun. OnucaHi cim’i 3
aTMnoBol0 GOPMOIO, LLIO BKIOHAE aTakCilo, AeMEeHL,I0,
napkiHCOHI3M. MopdonaTonorivyHi 3MiHM B MO3KY
CXOXi 3 iHWWMM MPIOHOBUMMK 3axXBOPIOBAHHAMMU. Xa-
pakTepHo 0COBGNUBICTIO € BiaknageHHs aminoigHux
OnawoK B KOpi MO304Yka Ta MO3Ky, aTpodia 6inoi
PEYOBUHN, KOPTUKOCHiIHANbHMX WNaxiB Ta iH. Ocob-
NIMBO BUpaxeHa fgereHepauisa 3ybyatoro sppa. Y
OinbLWOCTIi cnocTepexeHb B KOPi FOJIOBHOTO MO3KY
po3BMBAETLCA ryokonodiObHW cTaH (status lacunaris),
AKUA MPU eNEKTPOHHIN MIKPOCKONIiI XapakTepu3yeTb-
CH HasIBHICTIO YMCNEHHUX Bakyonen. Nanayuwek y
1985 p. BUCNOBUB MPUMNYLLEHHS, WO MPU BXWUBAHHI
KOHTaMiHOBaHOro mM’dca B 04el MOXE PO3BMBATU-
ca Crulll cnopagmyHoro Tvny, a Npy BepPTUKasbHIN
nepepavi — nepexogutb y cimenny dopmy CILLLL.
Ha ocHoOBi Benukoi KinbkocCTi pobiT lMaraywek i noro
wkona B CLUA 3 1976 p. BcTaHOBUAX OQ@ilinHYy 3a-
OOpPOHY Ha BXMBAHHS B Ky M’dca XBOPUX KOPIB.

Kypy - cmepTb Big cmixy. Hassa noxoaouTb Bij
Ha3Bu KynbTy nnemeHi B lNanya (Hoea [BiHes), aoe



naHyBaB puTyan KaHibaniamy, B sskoMmy nepegbdaya-
JIOCS BXMBAHHA CMPOro MO3KY MOMEPsIoro Hambnmx-
YUMM POAMHaAMN YOJIOBIYOT CTaTi. 3B’A30K XBOPOOU Kypy
3 BXWBAHHAM CMPOro MO3Ky Oyno BCTAHOBJIEHO B
1957 p. amepukaHCbkMM BipycosioroMm Mamgyliekom i
BUSIBIEHO 3MiHWN, TUMOBI anga rybyaTtoi eHuedanonatii
TBaApWH, a BHaACNILOK ypaxXeHHs a4ep JNLEBOro He-
pBa i BMHMKANa «yCMiXHeHa mMacka» Ha 06aunydi no-
Mepnoro. Xsopoba Kypy — HaWTUNOBIWNIA nNpuknag,
TPaHCMICMBHUX NPIOHOBMX 3aXBOPIOBaHb NMOAMHU. [Ons
KYpPY XapakTEepHi atakcisa, Tpemop i gemeHuia. CmepTtb
HacTae npmbnnsHo Yepes 12 mic. Ha cborogHi us xso-
poba NpakTUYHO HE PEECTPYETLCS.

daranbHa cimeiiHa iHcomHia (PCI) - pigkicHe
reHeTn4YHe 3axBOPIOBAHHA 3 aBTOCOMHO-LOMIHAHTHUM
TUNOM YCMaaKyBaHHS, 4acTo AebTye B MOMOOUX JiO-
Leln, CynpoOBOLKYETbCHA MOPYLUEHHAM CUHTE3Y OKPEeMUX
rOPMOHIB, UMPKaAHUX pUTMIB [4], BEreTo-cyanHHUMn
nposiBamm, MOPYLIEHHAM CHY, WO BeAe A0 LWBMAKOI
BTOMJIIOBAHOCTI, 3HWXEHHS yBaru, iHTENeKTy, nosiBu
d006in, ranounHauii. BuaBnaetbca nepeBaxHo npu
NikyBaHHi OE3COHHS, KONW XOOHI CHOAiNHI NpenapaTtn
XBOPOMY He JonomaraioTb, i AeTasibHOMy 3060pi reHe-
TUYHOro aHamHedy. B OCHOBI nexarb ANCTPOdIiYHI 3MiHN
Tanamycy. Y KNiHIYHI KapTWHI 3aXBOPIOBAHHS PO3pPi3-
HAlOTb 4 cTagii [4]. Mepwa cragis — nporpecrBHe 6es-
COHHS1 —— OCHOBHUI nposie PCI, TprBae 6513bKO 4 Mic.
Ha ppyriii ctagii, wo Tpueae 6ina 5 mic., 3’9BNAOTLCA
ranoumHadii, TPUBOXHE MOPYLUEHHS i NiTAuBICTb. Tpe-
Ta ctagia (3 mic.) xapakTepmndyeTbCsl NOBHUM OE3COH-
HaM. Y yeTBepTii cTagii (6 Mic.) NpUESHYETLCA OEMEH-
uis. Us ctapia e TepmiHanbHoto. Npwn rictonorivHomy
OOCNIOXEeHHI Tanamycy BUSIBASIIOTb HEMPOLMTONI3, acT-
pornios, aminoigos.

XBopo6a Anbnepca, abo XpoHiyHa nporpecy-
lo4a eHuedanonaria guTay4oro Biky, OyBae nepeBax-
HO B OUTA4OMY i lOHALbKOMY Bilj, TpmBae oo 1 poky i
4aCTO MOEJHYETbCH 3 ypaXeHHaAM nediHku. Mae aB-
TOCOMHO-PELECUBHUI TUN yCcnagkyBaHHSA. XBOpi Mno-
MUpPalTb BHACNIAOK MEYIHKOBOT HEAOCTATHOCTI.
KniHiyHO nposBnaeTbca 60n19MU rOIOBU, MOPYLUEH-
HAM 30py, eninenTMopMHUMN Hanagamu, rinoto-
HIEI0, YPaXEHHSAM MEYiHKM (XPOHiYHMIA renaTtuT). lNcTo-
noriyHo cxoxa 3 xBopobot Kpountupenbara-dkoba.

e) AmioTpodiyHNII NEenKOCMNOHrio3 (XxBOpoO-
6a MioTua) Bnepwe onucaHo y 1956 p. B bBinopycii.
IHkyBauinHMn nepiog Ginbwe 3 pokie. KniHiYHO npo-
ABNAETHCA Mape3oM KiHLUIBOK, napaniyem rpyaHux i
yepeBHUX M’A3iB. NMaToMOpPdONOriYHO BUSBNLAIOTb
CNOHrio3 6inoi pe4yoBMHU FOMIOBHOTO i CMUHHOMO
MO3Ky [11], Wwo € BiAMIHHMM BiA IHWKWX MPIOHOBUX
XBOpOO.

ornaan TA NEKUJI

AundepeHuinHnin giarHo3 NpioHOBUX 3axBO-
ploBaHb NMPOBOAUTBLCS 3 OKPEMUMU MCUXIaTPUHHUMU
i HEBPOJIOMIYHMMM NATOMOri MK, Hanpuknaa: OJnBO-
MOHTO-UepebpanbHO aTakciel, cnuHouepebpanb-
HOIO JOereHepaduieto, renatouepebpanbHOO OereHe-
paui€l, po3CigHMM CKNepo30M, CIMENHOI GOPMOIo
XBOpPOOW AnbureriMmepa, MeTaxpoMaTUYyHOK NenKo-
necTpykuieto, xsopoboto Pedpcyma Ta iH.

CnoHridopmMmHuiA Mio3uT 3 nNpioH-acouio-
BaAaHMMMU BKJIIOYEeHHAMM. Lla Ho3o0n0ria yacTiwe
BUSABNAETLCA B 0CiO cTtapwwux 50 pokiB. MposBngeTb-
CS NOBiNIbHUM HAPOCTAHHAM CUMNTOMIB, Mianrii,
cnabKoCTi, NMpn AKMX BIACYTHIN edekT Bif, NikyBaHHS.
Mpwn rictonorivHOMY OOCNIOXEHHI BUSABNAIOTE HEKPO-
TUYHY MionaTilo 3 HagBHICTIO Bakyonen. Lli Bakyoni B
3aMOPOXEHUX 3pi3ax MiCTATb cnipanenonibHi KOoH-
roQinbHi HUTKK [4].

3 MeTOol MPMXUTTEBOI AiarHOCTUKM BUKOPWUCTO-
BYIOTb OIiONCIil0 MMOTKOBUX MUTOaNunKiB, OKpeMmx aOins-
HOK FOJIOBHOMO MO3KY ONS BUSBNEHHS aMinoigHuX
OGN9WOK, CKyN4YeHb Bakyosb, 3MOPLLYBaHHSA i Buna-
OaHHa HenpouuTiB, B Pocii BUKOPMUCTOBYIOTb nepe-
naeTeHi KNiTMHM MO3KY (KowukonopaibHi). 3acTtoco-
BytoTb EEl ong BUABMNEHHSA KOMMJEKCIB 3MillaHOl
cTpykTypu [12]. MNeBHe piarHOCTMYHE 3HAYeHHS Mae
BM3HAYEHHA B JNikBOpi xBopux Ha XK4H natonoriy-
HUX BinkiB 26-29 k[a i HelipoHanbHOI cneundivyHol
eHonaan, ocobnueo Ginka 14-3-3, 9kuii BBaXaeTbCs
Mapkepom npioHoBUx xBopob [13].

Y XeHesi pocnigHuku ¢papmayeBTUYHOI KoOMNaHil
Serano po3pobunnm mMeToamKy NMPUCKOPEHOTro PO3-
BUTKY npioHiB. MeTopn 3 Haseoio PMCA Haragye noni-
MepasHy NaHLUroBy peakuiio. HannowwunpeHiwoio
METOAMKOK BUSABMIEHHS MPIOHIB Y MO3KYy TBapuH €
Tect dipmn Prionics (Leenuapia) — Prionics-Chec
Western. [laHnin TeCT oTpuMaB CxXBajleHHs Bif, €Bpo-
nencbkoro Cotogdy (DG XXIV, 1999) i LLBeiuapcbkunx
BETEPUHAPHUX Ccnyx0O (1999).

JlikyBaHHA [0 KiHUS He po3pobneHo. 3a nimiTo-
BaHUMKN gaHumMmn, amdoTepuH, HPA-23 (iHribiTop cuH-
Te3dy BIpYyCHOro rnikonpoteiny) i KOpTUKOCTepOign
30inbWYyOTb iHKYOaUiiHWIA nepion, NPy eKCnepuMeH-
TanbHOMY CKpeni, a aeski aHTUOIOTUKM TPOXMU MOMAO-
BXYIOTb 4aC XUTTH XBOpPUX TBapuH. bpedenavH A,
pynHyo4n anapat Fonbaxi, NnepelwxKkoaxae CUHTE3y
NpioHIiB B iH®iIKOBaAHIN KynbTypi KNiTuH. Bnokatopwn
KanbuieBux kaHanis, 3okpema NMDA-peuenTopis,
CNpUKaI0Tb TPUBANIWOMY BUXWUBAHHIO iHDIKOBAHUX
HEeNpoHanbHUX KynbTyp. € poboTn, B SKMX BUCBIT-
NIOETBCHA NO3UTUBHUI edeKT Bif NiKyBaHHA MpOTU-
MansapinHuMK npenapartamm (XiHakpuH, akpuxiH) [14].
HewopmaBHo ctano BigOMO, WO NpOoAyKTU BilbHOpa-
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ANCKYCII TA PO34YMU

ONKaNbHOr0 OKUCIIEHHS 3[aTHi pynHyBaTtu MpioHU B
OiNgHUi NOBTOPIOBAHUX OKTanenTuAHUX amMiHOKMCNOT
3a HasBHOCTI Migi i nyxHoro pH cepeposuuia.

Ha npeBenuknin xanb, Us CTaTTad CTBOPEHaA Ha
OCHOBIi npaub 3apybixXHux koner. AgXe BITYHUSHAHUX
MPaKTUYHUX O0CAIOXKEHb, KPIM TEOPETUYHUX, Mamxe
Hemae. Yn noTpibHo Ham ue? Tak. BukopucTtaHHsa
NPOAYKTIB TBAPUHHOINO MOXOOXEHHS B Xap4oBii,
dapmaLeBTUYHIl, KOCMETUYHIN NMPOMNCAOBOCTAX —
NPAMUIA WAGX 00 KOHTaKTy 3 MatoreHHUMu npioHa-
MW, a MW Bif, LUbOro He 3axmuleHi. BuBuyeHHs npioHiB
[OMOMOXe BiOMOBICTUM Ha HOBiI 3anUTaHHS, CMOHyKae
nepernsgHyTM ctapi akCciomMu, BiOKPWE HOBI rOPU30H-
TN PO3BUTKY BIiTYM3HAHOI HAyku, AAaCTb HAM MOX-
JNIMBICTb O0OBECTU CBill HEAOWSAKUI HAYKOBUIA MOTEH-
uian, 3actaBuTb NPUCAYXaTUCS A0 HALWOI AYMKU iHLINX
hepxaB-riraHTis. 3apas nuwe cTBOpIOOTbLCS Nabo-
paTopii 4NS BMBYEHHS MPIiOHiIB. Ane 4n B6yayTb BOHU
dyHKuioHyBaTn? Hanpuknag, y HimeuwunHi, ona giHaH-
CYBaHHS Takux OO0CNIOXEHb, LLOPIYHO BUTPAYalOTbCH
KOWTW, §IKi B Aekinbka pasiB nepeBuLLyloTb BloaxeT
YkpaiHn. 3po3ymino ogHe — Hauig, gka € 300pO0BOK
i BNeBHEHOIO Yy CBOIli Oe3neui, 3okpema 3 MeanyHol
TOYKM 30pPYy, — LE 3anopyka YCRilWHOro po3BUTKY i
CTAHOBJIEHHS HaLLOl OepXaBW Ha HarBULLOMY PIiBHI.
Hawe manbyTHE — y Halwmx pykax.

JlitepaTtypa
1. 3aBanuwmnH U.A. NMproHoBble 3ab0N1eBaHNS YenoBeka:

0630p // XKypH. HeBponorum n ncuxmnatpum. — 1998. — T. 98, Ne
1.-C. 61-66.

© Pebenok X.0., 2004
YAK 616.981.232-001.36-08-035

2. Borchelt D.R., Scott M., Taraboulos A. et al. Scrapie and
cellular prion proteins differ in their kinetics of synthesis and topology
in cultured cell // J. Cell. Biol. — 1990. - V. 10, N 3. - P. 743-752.

3. Prusiner S.B. Prions // Proc. Nat. Acad. Sci. USA. — 1998.
-V.95, N23. - P. 13363-13383.

4. llinonos B.T. MNMproHoBble 3aboneBaHns — Meamko-61ono-
rnyeckas npobnema XXI seka. — JoHeuk: Jlebigp, 1998. — 120 c.

5. 3yeB B.A., 3aBanuwuH N.A., Poiixenb B.M. MNpnoHoBLIE
6051e3HN YenoBeka N XNBOTHBIX: PYyKOBOACTBO A1 Bpayen. —
M.: MeanunHa, 1999. - 196 c.

6. Prusiner S.B. The prion diseases // Sci. Am. — 1995. - V.
272. - P. 48-57.

7. Giese A., Kretzschamar H.A. Curr Top. Microbiol. Immunol.
- 2001. - V. 253. - P. 203-217.

8. http://www.rusbiotech.ru/investor/razrabotki/
23_10_2002.php

9. Hayka i TexHika 11.12.00. http://dwelle.de/russian/
archiv_2/w111200.html.

10. Caxok P.A., Kponeseukas H.M. 'ybyatas aHuedanona-
TUS1 KPYMHOIO poraToro ckoTa, ee CBs3b C 3ab0N1eBaHNSMUN NIOAEN
// Megq. Bectn. — 1997. — Ne 3. — C. 4-5.

11. AMmnoTtpoduryecknin nenkocnoHrnos / B.W. Botakos, N.W.
Mpotac, M.K. Hegassenpb, H.[. Konomueu. — MuHck: benapyce,
1990. - 127 c.

12. 3aBanuwmH U.A., l'ynesckas T.C., NMupagos M.A. MNato-
JIOrnsi rOSIOBHOIO Mo3ra npu 6one3Hn Kpenudensoa Akobda //
KypH. HeBponoruu u ncuxmnatpmmn. — 2000. — Ne 8. — C. 42-44.

13. Hsich G., Kenney K., Gibbs C.J. et al. The 14-3-3 brain
protein in cerebrospinal fluid as a marker for transmissible spongiform
encephalopaties // Engl. Med. — 1996. — V. 335. — P. 924-930.

14. Wright O. Nobel pioneer gave CJD new lease of life //
Times newspaper Ltd — 14 August 2001.

X.0. PebOeHoOK

MEHIHTOKORKOBATHOERIIASIHOEKIINHO-TOKCUYHUM
HHOKOM:EHIIMW/JITHYNIEBOMIINETUH?

Pecny6nikaHCbKMN HayKOBO-MPaKTUYHWIA LEHTpP ririenn, m. MiHcbk (Binopychb)

Xoya meHiHrokokoBa iHdekuis (MIl) noBuHHa 6yTH
BigHECEHa 00 KepoBaHUX iHpekLUin, 3a piBHEM 3a-
XBOPIOBAHOCTI BOHa 30epirae A0OCUTb BMCOKY akTy-
ANbHICTb §IK 4epe3 aHTUreHHY HeOOoCTaTHICTb BakKLUVH
(Tinbkn npoTn ceporpyn A — Pocisa, B — Kyba, Ai C —
®paHuia, A, C, V, W135N — CLLA, Toai sk ceporpyn

Neisseria meningitidis He meHwe 12 (A, B, C, X, Y, Z,
29E, 135W, H, |, K, L), He paxytoun noniarniotuHabenb-
HUX i HearnwTuHabenbHUX cepoBapiB), Tak i Hedo-
Niku B OpraHi3auii BakuuHauil (piBHA LWENIeHOoCTi).

FeHepanizoBaHi 11 netanbHi dopmu MIl, ocobnmeo y
niter nepwunx 3 pokiB XUTTH, 30aTHI BUKIUKATU He



