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3'acyBaHHA MOJMIEKYNAPHUX MeXaHi3MiB
nepebiry natonoriyHnx npouecis cTaHo-
BUTb HEOAMIHHY YMOBY epeKT1BHOI Tepanii
Ta npodinakTnKn 3axBoptoBaHb. [poTarom
OCTaHHIX fAecaTnpiu gepani 6inbLwoi roctpo-
TV HabyBalOTb MeANKO-coLjianbHi npobnemy,
3YMOBJIEHi TaK 3BaHUMU MiCHONANHTOBMMU
3aXBOPIOBAHHAMY — NATONOTIAMM, WO CpK-
UMHEHI NOopyLIeHHAM CTPYKTYpu 6inki..
Cepep nopibHMx 3axBoploBaHb ocobnuge
Micue nocigaloTb XBopobu AnbLreimepa,
MapkiHcoHa Ta Kponudenbgra — fAkoba,
L0 HaneXaTb A0 aminoifo3iB LeHTpanbHOI
HepBOBOI cuctemu. Bcim im nputamaHHa
nporpecyBaHHA He3BOPOTHOI fereHepauii
TKaHWH rofIoBHOrO MO3Ky, NoB'A3aHa 3 Bif-
KNnageHHAM B-CTPYKTypoBaHUX 6inKoBux
arperaTiB Ta 3arnbenno HepPBOBUX KNIiTUH.
HaykoBi 3006yTKM OCTaHHiX POKiB AaloTb
3MOry BM3HAUYUTUK CMiflbHi PUCK MeXaHi3MiB
dopmyBaHHA Ta nepebiry aminoifosis LeHT-
panbHOT HEPBOBOI CCTEMU Ta O6I'PYHTYBa-
TU NONOXeHHA Npo GopMyBaHHA 3apopKa
arperauii 6inka AK KNYoOBOro nmpouecy,
WO NepeBOAUTb Nepebir 3axXBOpPOBaHHSA
Ha AKICHO HOBUI PiBEHb HE3BOPOTHOIO NPO-
rpecyBaHHsA.

Kniouosi cnoea: ueHTpanbHa HepBOBa
cnctema (LHC), HelipopereHepaTuBHi 3a-
XBOPIOBaHHA, MichonguHr 6inka, aminoigos

BblficCHeHVIe MONEKYNAPHBIX MEXaHU3MOB
npoTekaHWa MaToNIOrMYecknx MpoLeccoB
COCTaBNAET HeoTbeMsieMoe ycioBue 3dpdek-
TUBHOI Tepanuu 1 NpodunakTnkn 3abone-
BaHuA. B TeueHne nocnegHnx gecatuneTui
Bce 6ONbLIYI0 OCTPOTY obpeTaloT MelnKo-
coumanbHble Npobrnembl, 06ycnoBneHHbIe
TaK Ha3blBaeMbiMU MUCHONANHIOBBIMU 3a-
601eBaHVAMY — NATONOMVAMM, BbI3BaHHbIMU
HapyLlleHneM CTPYKTypbl 6enkoB. Cpeaun no-
06HbIX 3a6051€BaHNI 0CO60e MeCTo NpUHAS-
nexuT 6onesHam Anbureimepa, MapKUHCOHA
n Kponudenbara — Akoba, oTHocAWMXCA
K aMUIOMA03aM LIeHTPanbHOW HEPBHOW Cu-
cTembl. Bcem um npucywa nporpeccupyto-
Waa u HeobpaTmas AereHepauua TKaHemn
rofIOBHOIrO MO3ra, CBA3aHHAA C OT/IOXKEHUEM
B-CcTpyKTypurpoBaHHbIX 6eNKOBbIX arperaTtos
1 rnbenbio HePBHbIX KNeTok. HayuHble cBep-
LeHNA NOCNeAHNX JIeT NO3BONAIOT BbIABUTb
obue yepTbl MexaHN3mMoB GOPMIPOBaHUSA
1 NpOTeKaHuA 3TUX 3aboneBaHnin, 060CHO-
BaTb MOJIOXeHNe 0 GOPMUPOBAHUMN 3apo-
AbllWa arperaynn 6enKoB Kak Ko4eBoro
npouecca, nepesofsLlero TeueHue 3abone-
BaHUA Ha KaYeCTBEHHO HOBbIii, HEObpaTMO
NpOrpeccupyowWwni, ypoBeHb.

Kniouesvble cnioga: ueHTpanbHas HepBHas
CcMCTeMa, HelpoaereHepaTrBHble 3a6oneBa-
HUsA, muchonguHr 6enka, aMmmnonaos

The elucidation of the molecular
mechanisms of the pathological pro-
cess is an essential condition for the ef-
fective therapy and prevention of the
disease. During the last decades the
medical and social problems caused
by so-called misfolding diseases were
becoming acute increasingly. Among
such diseases a special place be-
longs to Alzheimer’s, Parkinson’s and
Creutzfeldtd — Jakob's diseases, which
are related to the amyloidosis of the
central nervous system. All of them
are characterized by progressive and
irreversible degeneration of brain
tissue, which is associated with the
deposition of B-structured protein
aggregates and the death of nerve
cells. Scientific achievements of the
recent years reveal the general features
of the mechanisms of formation and
course of these diseases, substanti-
ate the provision on the formation
of the embryo of protein aggregation
as a key process that leads the course
of the disease to a qualitatively new,
irreversibly progressive level.

Key words: central nervous system,
neurodegenerative diseases, protein
misfolding, amyloidosis

3rifIHO 3 KNAaCUYHUM BU3HAYEHHSAM, XUTTH — Lie Crocio
iCHyBaHHA GiNKOBMX Tifn, YMiM iICTOTHUM MOMEHTOM € MO-
CTINHU OBMiH PEYOBUH 3 OTOUYHOUOIO TX 30BHILLIHbOO NPU-
pogzoto, MPUYOMY 3 MPUMMHEHHAM LibOro 0OMiHy peyoBUH
NPUNNHAETLCA N XKUTTS, L0 NPU3BOANTD A0 PO3Kagy 6in-
Ka. CoopmynboBaHe 1878 poKy, Lie BUSHAUEHHS JINLIAETLCA
aKTyaNnbHUM, HaBiTb HE3BaXKalum Ha JOCUTb OOMeEXeHNI
piBeHb 3HaHb TOro yacy. Bigomo, Wo reHom noanHU Ha-
niyye noHap 20 Tucad reHis. Lle, 3 ypaxyBaHHAM MOXnu-
BOCTEN afIbTEPHATUBHOIO CMIANCUHTY, NPOTEONITUYHOrO
dpakuioHyBaHHs, XimiuHOT MogndiKaLii Ta KOHPopMaLin-
HUX 3MiH, 3abe3neuye 6iocuHTe3 BaraTbox COTEHb TUCAY
pi3HOMaHITHUX 6inKiB. BogHouac KoxHa 3 6inkoByx Mone-
Kyn ABNsi€ CO6010 BKpal CKNagHUN MONEKYNAPHUI 06'eKT,
Wwo nepebyBa€ B CTaHi ANUHaAMIYHOT piBHOBary Mixk 6inbLu
UM MeHwW cTabinizoBaHUMMN BIAXMNEHHAMM Bifj YMOBHOI
HopMmuU. byab-AKe iCTOTHe BigXMNeHHA Bif HaTUBHOI KOH-
dopmauii npr3BoauTbL 4O BTPATU GiNKOM MOro GpyHKLio-
HanbHOI aKTMBHOCTI (geHaTypauii). binkoBnm monekynam
npuTamaHHa 6aratopiBHeBicTb CTPyKTypu [1]. [epBrHHO
CTPYKTYpPOLO 6iflKa € 1Oro aMmiHOKMCNOTHa NOCHifOBHICTD,
L0 3aa€ETbCA reHETNYHO Ta NINILAETLCA HE3MIHHOI NPO-
TAFOM >KUTTA LbOro opraHiamy. DopmyBaHHA BTOPUHHOI
CTPYKTYPU 3yMOBJIEHE KOMMNEKCOM rigpodoOHIX, iOHHNX,
BoAHeBux, BaH-gep-BaanbcoBux Ta TOPCiiHUX B3aEMO-
Oin MiXK BignoBiAHMMN KOMMOHEHTaMWM MOAINEeNnTUAHOro
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NaHUora, iHakwe KaXyunm — BM3HAYaAETbCA MepeBaXHo
NepBNHHOIO CTPYKTYpPOI0. PerynapHun xapaktep noni-
nenTUAHOrO laHLora CniNbHO 3 KOMMAEKCOM BHYTPILLUHbO
MONEKYNAPHUX B3aeMofiln 3abe3neuyioTb GopmMyBaHHA
enemMeHTIB BTOPUHHOI CTPYKTYPU — a-CripanbHUX AiNAHOK,
B-cknaguacTnx CTPYKTYp, TUX UM TUX MEPETVHIB Ta He-
yNopAAKOBaHUX AINAHOK. Hepigko enemeHT BTOPUHHOT
CTPYKTYpU YTBOPIOIOTb 6inbll 4m MeHwWw cTabinizoBaHi
yrpynoBaHHA — AOMEHM — Lo NOAEKYAN BU3HAYaAOTbCA
AK CTPYKTYPHI eneMeHTn piBHA «aBa naoc». Ha sigminy
Bifj BTOPUHHOI, TPEeTMHHA CTPYKTypa 6inkoBoi rnobynu
€ CBOEPIAHMM KOMMPOMICOM Mi>K BHYTPiLUHbOMONEKY-
NAPHUMMN B3AaEMOAIAMU efleMeHTiB BTOPUHHOT CTPYKTYpW
Ta HaBKOJNMLWHIM cepefoBULLEM, YETBEPTUHHA X CTPYK-
Typa npuTamaHHa oniromepHum 6inkKam i cknagaertbca
3 KinbKox oKpemux 6inkosux rnobyn. Hatomictb TpeTuHHa
CTPYKTypa 6inbwocTi 6inkiB popmyeTbca nig BNAMBOM
LanepoHoBMX GinkiB cuctemu GonanHrY, LWo 3abe3nevy-
I0Tb CBOEPIAHY «PUXTOBKY» NOBEPXHI MONEKYNN, BUKIIO-
Yyaloum TUM CaMUM YTBOPEHHA NOBEPXHEBUX YrPynoOBaHb,
LLIO He BiAMNoBiAaloTb NPUHATAM B Lii€i 6ionoriuHin cuctemi
CTPYKTYpHUM npasunam [2]. Mpouec Len — eHeproeMHUN
Ta ATO-3anexHuin. He MeHW BaXNMBOK €HEeProeEMHOL0
NaHKO € NMpouec BMAYYEHHA BignpauboBaHnX Ginkis
Ta iX po3wenfieHHA 4O aMiHOKMCIOT KNiITUHHUM NpOTeo-
COMHUM KommJiekcom. To6TO nepmMaHeHTHUIN npouec
6inkoBoro o6MmiHy notpebye NOCTiINHUX BUTPAT YnManofl
KinbkocTi eHeprii [3].
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MopyLweHHA HopManbHUX NpoLecis 6inkoBoro 06MmiHy
Ta HakoOMMYeHHA AeHaTypoBaHux GinkiB Ta iXHix dpar-
MEHTIB NPM3BOAMTb 4O MOABU aminoigo3iB — BenuKol
rpynu 3aXBOpPIOBaHb, 3a AKUX HOPManbHi 6inku, ski nicns,
Tak i 6€3 NpoTeoNiTUYHOrO POo3LLensieHHA YTBOPKOTb
aminoigHi ¢ibprnnn — BMCOKOCTPYKTYpPOBaHi oniromepu
B-cTpyKkTypoBaHux 6inkoBMx Monekyn [8]. AmMinoigo3m
CTaHOBATb YCKNAAHEHHs 6araTboxX 3aXBOPIOBaHb KiTUH
KpOBI, XpOHiUHWX 3ananeHsb, fiabeTy, Ty6epKynbo3y, MHO-
>KMHHOT MiENOMU, MPOKa3m Ta iHWKUX 3axBoptoBaHb [4, 5].
He3Ba)kaloum Ha iHTEHCMBHI, Ma»ke ABOXCOTPIYHI, go-
CNigXeHHA, KNY0oBi NMTAaHHA NaToreHesy aminoigosis
NNWAKTbCA BIAKPUTUMNU. YUM 3YMOBIEHO Pi3HOMAHITTA
$opm 3axBopioBaHHA? Yy € yTBOpPEHHA aMinoifgHKX geno-
31TiB YCKNTAaAHEHHAM TPagULiNHNX 3aXBOPOBaHb Y/ BOHU
CTAHOBNATb OKpeMy, AKICHO BiAMIHHY, rpyny TOKCMYHUX
iHTepmegiaTiB? Ynm 3ymoBneHa Bparkaloua CTPYKTypHa
nogo6a uMx Aeno3mnTiB, yTBOPIOBaHMX Pi3HMMMK Binkamm
3a pi3HNX 3aXBOPIOBaHb?

BignoeiaHo go npuiiHATOI Knacudikauii, po3pi3HATb
NnepBUHHY, BTOPUHHY Ta cnagkosy dopmu aminoigosis.
[lo okpemux rpyn BigHeCeHO CeHinbHi Ta NokanbHi popmu.
CninbHO purcoto 6INKOBKX AeN03UTIB NPY Halpi3HOMa-
HITHILUWMX aMiNoOIgHNX 3aXBOPIOBAHHAX € BUCOKMUIN BMICT
arperoBaHoro 6inka, i B-cknagyacTi Wapu opieHTOBaHI
napanenbHO rofoBHiIN oci ¢ibpunu, yTBOpIOYN OCHOBY
CTabinbHOro Ta HEPO3UMHHOIO 3a YMOB in Vivo aminoig-
Horo arperaty. BogHouac, ogHak, AKMXOCb CRiNbHUX PUC
Mi>K BUXiGHUMM GinKaMu He BUABMEHO. 30Kpema, BigoMo
LWOoHaMMeHLe TpU AeCATKN aMinoigoreHHUX 6inkis, Aki
HauyebTO He MaloTb MiX CO6OI0 HIYOro cninbHoro. €anHe,
Wwo ix 06'egHYye — Ue 3[aTHICTb 3a NEBHUX YMOB YTBO-
proBaTu arperaTu 3 NoAasnblUm BiAKNageHHAM aminoigy
3 BifHOCHO HeBeNnnKux — He 6inblue 30 kJa — po3mipis
BKJ/IIOUEHWX B arperaTt okpeMmnx mosnekyn [6].

OKpeMy, K 3a nokanisaui€tlo, Tak i 3a xapakTepom
YWKOAMKEHHA TKaHWH, rpyny cKnagalTb aminoigosn uex-
TpanbHoi HepBoBoi cuctemu (LIHC), 30kpema — xBopobu
Anbureiimepa, XaHTiHITOHa, MapkiHcoHa Ta Kpenuydenba-
Ta — fAlko6a [7, 8]. Yci BOHM NOB'A3aHi 3 yTBOPEHHAM
i HAKONUUYEHHAM [eno3nTiB B-CTPYKTYPOBaHMX GiNKOBUX
arperarTiB Ta NnporpecyBaHHAM ypaxeHHA KnituH LIHC [9].
MopibHO A0 iHLWWX BUAIB aMiNOif03iB, KOXHil 3 3a3HaUeHUX
XBOPOb NprTamaHHe YTBOPEHHSA arperariB 3 XxapakTepHUX
nvwe ana Hei 6inkis. foBopaum npo aminoigosmn UHC, Ha-
camnepeq 3ragyioTb xBopoby Anburerimepa (ceHinbHy
gemeHuito Anburenmepiscbkoro Tuny) [9]. Lle 3axso-
plOBaHHA Breplie ONUCAaHO HiMeLUbKNUM HEBPOJIOrOM
i natonorom Anoicom Anburenmepom 1907 poky. fAsnae
cob6oto iemeHLilo, WO HaNeXnTb A0 NEePBMHHUX JereHe-
paTMBHMX 3aXBOPIOBaHb 3 MOBISIbHNM MPOrpecyBaHHAM
(Bin 8 0O 12 pOKiB) 3HMXEHHA Mi3HaBaNbHUX GYHKLIN,
nam'aTi Ta NoBefiHKKU. € HaNYaCTiLO NPUUYNHOI AeMeHLiT
(50—70 %) B niTHLOMY Ta cTapeyomy Bili. B CLLUA — noHag
1,5 mnH xBopux. MNocigae yeTBepTe Micue cepeq NPUYKH
cmepTHOocTi B CLLUA (noHag 100 Tuc. ocib wopoky). Mogi6Ho
[0 iHWKMX HenpoaereHepaTUBHNX 3aXBOPIOBaHb, LIBUAKO
«monopwae». HakonnuyeHHA B TKaHMHax LUHC ceHinbHMx
6NAWOK aminoigHUX BigKnaaeHb 3a3BMYall NoJaAETbCA
AK MPUYMHA 3aXBOPIOBAHHA. YTBOPEHI Ui BigKnageHHsA
B-cTpyKTypoBaHUMWU arperatamu HeBesnKoro (39—
42 aMiHOKMCNOTHUX 3anuluKkm) B-aminoigHoro nentuay,
KOTPUI TaK CaMO YTBOPIOETbCA BHAC/IAOK pPO3LLEnsIeHHA
BHYTPILUHbO- Ta MO3aKNITMHHUMW CEKPEeTa3aMm Tak 3BaHO-
ro APP (Amyloid precursor protein) — 6inka — nonepeg-
HuKa B-aminoigy [10]. ®isionoriyHa yHKuUia APP — HeBi-

fAoma. BiH € iHTerpanbHMM TpaHCcMeMbpaHHMM GinKom ro-
NOBHOrO MO3KY i MICTUTb Bifj 365 40 770 aMiHOKUCNOTHUX
3anMwKiB. 3a HOPMK Ta NATOJOrii 3a3HA€ NPOTEONITUYHOIO
pOo3LUenyIeHHA CeKpeTasaMu pisHMMK cnocobamu (puc. 1).
To6T0 came HaaMipHY aKTUBHICTb ceKpeTa3s Ta 3yMOBJeHe
Heto poswenneHHA APP 3a aminoigoreHHUm cnocobom
BBaXKaloTb MPUYMHOIO PO3BUTKY JlaHKM MPOLECiB, Wo npu-
3BOANTb 4O XBOpobu AnbLrerimepa.

Ca9
AMIJIOIJOTEHHWN CMOCIB

HEAMIJIOIOTEHHWUW CMIOCIB

Puc. 1. CxemaTnyHe 306pakeHHA po3wenyieHHs APP
a-, B- Ta y-ceKpeTaszamm 3a aminoigoreHHnm
Ta HeaminoigoreHHUM cnoco6amm [10]

MopyLlueHHs CTPYKTYpW Giflka NeXXMTb B OCHOBI XBOPOOM
XaHrTiHFTOHa, Ha3BaHOI Tak Ha YeCTb NcmxiaTpa Jxopaxa
XaHTiHrTOHa, Wo Bnepue ifonucas 1872 poky. Lia xsopoba
HaneXnTb A0 CMafKOBMX NPOrpecyynx 3axBoploBaHb.
3a Hel cnocTepiraeTbCcA NOPYLWEHHA PYXJINBOCTI y BUrALI
HeynopAAKOBaHMX, MepepnBYaCcTUX Ta HeperynapHux
PYXiB, KOTPi XBOPUI He 34aTeH CBiJOMO NOBHICTIO KOHTPO-
noBaTw. BigbyBaeTbca BUBipKOBa 3arnbenb HeMpPOHiB KOpW
Ta cmyracToro Tina. lNogibHo fo xBopob Anburenmepa
Ta [NapKiHCOHa, Lie 3aXBOPIOBAaHHA TaKOX MNOB'A3aHe 3 yTBO-
peHHAM 6inkoBux arperaTiB. Ha uein pa3 arperauiiHui
npouec 3yMOBJIEHO MyTaLiiH/MK 3MiHaMU 6iNKa XaHTiHT-
TiHa (Htt), wo Bigirpae neBHy posb y 3abe3neyeHHi nepe-
[aBaHHA HEPBOBOIO CUrHaNYy Ta XnUTTe3abe3neueHHi Hep-
BOBUX KNiTWH. 3@ HOpmK Htt MicTuTb 3144 aMiHOKUCNOTHI
3a/IMILKN Ta Ma€E MOJIEKYNAPHY macy 6nunsbko 350 k[a.
PywnHiBHoOI dyHKUiT Htt HabyBae BHacnigok 6aratopa3oBoi
penynnikauii kogoHy CAG B reHi, o koaye ueri 6inok [11].
Lle npn3BognTb fo piskoro (3 6—35 go 40—250) 36inb-
LIeHHA KiNbKOCTI 3aNnLWKiB rnyTamiHy B N-KiHLEeBIl YacTuHI
6inkoBoi monekynu. Came MyTOBaHUI XaHTIHITiH (mHtt)
CNinbHO 3 Y6iKBITUHOM CTAaHOBUTb OCHOBY YTBOPIOBAHUX
6inkoBux arperartis. [lofi6bHi HOBOYTBOPEHHA 3aBaXkatoTb
HOPMasbHI XUTTERIANBHOCTI KNiTUHYU Ta Nepebiry pisHo-
MAHITHUX BHYTPILIHbOKAITUHHNX NPOLIeCiB.

XBopobu Anburenmepa Ta XaHTIHITOHA € TUNOBUMMN
npoTeiHoNaTiAMK, TOOTO 3aXBOPIOBAaHHAMM, NOB'A3AHNMY
3 HaKOMUYEHHAM HEepPO3UYMHHUX BINKOBUX arperarTis.
[lo npoTeiHonaTii HaneXxnTb 11 xBopoba MapkiHcoHa [12],
OfHa 3 HANMNOLWMPEHIWMNX HENPOLEereHepaTUBHNX 3aXBO-
ploBaHb cepefHbOro Ta MOXuMoro Biky. Bnepue onncaHa
1817 poky [lxxenimcom [MapKiHCOHOM AK TPEMTANBUNA
napaniy. € 3axBOPIOBaHHAM, WO HEYXUJIbHO NPOrpecye,
crnocTepiraeTbca cepef ycix nonynauin ceity. Yacrora
MOLNPEHOCTI Y BiKOBil rpyni noHaA 65 pOKiB CTaHOBUTb
1—3 %. l0NOBHUMM O3HaKaMV XBOPOOU € NigBULLEHNIA TO-
HYC CKeNeTHOI MyCKynaTypu, 3H/XKeHa PyX1Ba akTUBHICTb,
HW3bKOYACTOTHUI TPEMOP KiHLIBOK Ta iHLWWX YaCTMH Tina
y CTaHi crnokoto. 3a ui€i xBopoby NOCTynoBO rMHYTb A0-
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dbamiHepriyHi HeMPOHM KOMMAKTHOI YaCTUHW YOPHOI Cy6-
CTaHUil, Wo Beae A0 Pi3KOro 3HMMXKEHHA KOHUeHTpaLii He-
npomegiatopa fodamiHy B CMyracToMy Tifli, @ TaKOX [jO Ha-
KOMUYEHHA B 30epeXXeHnx HelMpoHax B-CTPYKTYpOBaHMX
6inKoBUX arperaTtis — Tak 3BaHUX Tineub Jlesi. IxHim
rOfIOBHMM KOMMOHEHTOM € BifloK a-CUHYKNeiH. Lieli HeBe-
nukni (140 aMiHOKMCNOTHYX 3aINLLKIB) 6iNIOK iIHTEHCUBHO
CMHTE3Y€ETbCA Ta HAKOMUYYETHCA B MPECMHANTUYHUX Tep-
MiHanAX roNOBHOro MO3Ky. He Ma€ BUpaxeHoi BTOPUHHOI
CTPYKTYpMW, ane 34aTeH B3aEMOZIATM 3 HAMPi3HOMAHITHI-
wumm 6inkamn LHC. QizionoriuHa ¢pyHKUia — HeBigoma.

Okpemy rpyny npoTteiHonaTtin UHC cknagatoTb
TpaHcMicMBHI cnoHridopmHi eHuyedanonarTii (TCE), aki
e M JOCi HepiaKo Ha3MBalTb NOBINbHUMU BiPYCHUMN
xBopo6amu [13]. lo HUX HaneaTb aHTPOMOHO3Hi: XBOpoba
Kpenudenoara — Akoba (Creutzfeldt — Jakob disease,
CJD), cuHppom lepctmaHHa — WTponicnepa — LWenHkepa
(Gerstmann-Straussler-Scheinker syndrome, GSS), xpoHiu-
He cimeiHe 6e3coHHA (XCB) Kypy y nogeii, Ta 300HO3Hi
cKpelini y oeLib, rybuacTta eHuedanonartisa BefMKoi poraToi
Xyfobu, TpaHcMicMBHa eHuedanonaTtia HOPOK, XPOHiyHa
BMCHa)Kyloua xBopoba oneHiB Ta nocis, rybuyacrta eHue-
danonartia Kowauunx Ta iHwWi [13, 14]. Bigomi BOHW focuTb
JaBHO — MPVHANMHI cKpeni (BOHa X — noyecyxa, BOHa
X — piga, BOHa X — cBepbeLb) onmncaHo B cnewiasnbHiin
nitepatypi we 1732 poky.

Llonpaspa, Bipycn fo Ui€i rpynu 3aXxBOplOBaHb He Ma-
I0Tb >XOJHOFO CTOCYHKY, OCKiJIbKW fOBEAEHO, Lo Ae-
CTPYKTUBHMM, @ 3@ NEBHUX 06CTaBUH — I iHPEKUiNnHUM
areHTom TCE € Tak 3BaHa naToreHHa ¢opma npioHOBOro
6inKa. YHiKanbHICTb LbOro naToreHy 3yMOBJ/IEHa MOro
BMHATKOBO GiNIKOBOIO NPMPOAOI0 33 NMOBHOT BifCYTHOCTI
HykneiHoBux kucnot [15]. Cam coboto npioHoBKIA 6INoK
cuMHTe3yeTbcA KnituHamu LIHC ycix 6e3 BUHATKY ccaBLiB.
Voro monekynapHa maca ctaHoBuTb 32—35 k[la, a ¢isio-
noriyHa ¢yHKUis — He BM3HauyeHa. €4MHA BIAMiIHHICTb
Mi>K HOPMasnbHOI0 KNiTUHHO $OpPMOto NPiOHOBOrO GiNlka
(PrPS) Ta itoro natoreHHUm pisHosugom (PrP5C) nonsarae
y cnocobi cknagaHHsa noninenTUAHOro faHuora. AKwo
HOpMasibHa KNiTUHHA GOpMa CKNaJaETbCA NEPEBAXHO
3 0-cnipanisoBaHWX JiNAHOK Ta HECTPYKTYPOBaHUX NTaHLo-
rig, To B cknagi natoreHHoi ¢opmu go 40 % TOro kK camoro
naHLtora CTPYKTYpoBaHoO B 3-cknagaHHs (puc. 2).

Puc. 2. TpnBUMipHi CTPYKTYPHi Mogeni HopmanbHOI KNiTUHHOT
(PrPS, nisopyu) Ta natoreHHoi (PrPS¢, npasopyu) ¢popm
npioHoBoro 6inka [15]

Came cnocib cknagaHHA NoninenTUaHOro naHuora 3y-
MOBJIIOE Pi3Ki BigMiHW Y BNAcTUBOCTAX i30$pOPM TOrO X Ca-
Moro 6ifika. AKLOo HopMasibHa KNiTMHHa popma € nabinb-
HUM rigpodinbHUM 6iNKOM, WO iIHTEHCUBHO CUHTE3YETbCA
Ta iIHTEHCMBHO PO3LWEnIETbCA NO3aKNITUHHUMKU MPO-
TeiHa3amu, TO naToreHHa popma BiAPI3HAETLCA BUCOKMM
piBHEM CTabiNbHOCTI CTPYKTYpW, CTINKICTIO A0 Ail npoTeiHa3
Ta NigBULLEHOIO riapPodoObHiCcTIO MoBepxHi. OCTaHHSA BRac-
TMBicTb Hagae PrP°C 3patHocTi o BO6YnOBYBaHHA Ta no-
LONaHHA KNITMHHMX MeMbpaH. BusHavatoTb cnopagnuHi,

iHbeKUiHI Ta reHeTUUYHO 3ymoBneHi popmu TCE [14].
3okpema, cnHgpom lepctmaHHa — WTponcnepa —
LLlenHKkepa Ma€e BUpaxeHy reHeTUYHY 3yMOBJIEHICTb Yepes
neBHi MyTauii B reHi npioHoBoro 6inka. Hansigomiwa
dopma iHbeKuUinHoi TCE — TaK 3BaHWI <KOPOB'AUNI CKa3,
BiH e — Bovine spongiform encephalopathy, BSE, o Ha-
NpuKiHUi 80-x — noyaTky 90-x pOKiB MUHYOro CTOpivYA
3yMoBMB 6e3npeLeneHTHy eni3ooTilo BeNNKOi poraToi
xyfno6u B Benukin bputaHii. LiboMmy 3axBoptoBaHHI0 npu-
TaMaHHW TaK 3BaHWI MiXKBUAOBWIA 6ap'ep — HE3[aTHICTb
iHpeKUiHOro areHTa 10 Nepefayi 3aXBOPIOBAHHA YY»KO-
piaHuM opraHizmam. Came 3aBAAKU LiboMy 6ap'epa Haj-
XO[XKeHHA M'Aca iHPpiKOBAHNX TBAPVWH [0 XapyoBOI NaHKK
niofen He nNepeTBOPMNOCA Ha BIANOBIAHY 3@ PO3MaxoM
enigemito. 3a HaNeXXHOCTI X iIHPEKLINHOro areHTa 0 OgHO-
ro 3 iHiKoBaHMM OpraHi3aMoM By NepeHeceHHs iHbeKLii
MoXJiMBe. Bigomo 6arato BnnagkKis nepeHeceHHs iHdeKLii
BHaACNiAOK TpaHCNIaHTauUil poriBKu, BXXMBNEHHA B MO30OK
eNeKTPOoAiB, 3aCTOCYBaHHA FOPMOHaNbHMX NpenaparTis.
Jewo ek30TUYHNM NPUKIAZOM NepeHeCceHHA 3aXBOopto-
BaHHA € 3yMOBJNEHa PUTYaNbHNM KaHibaniamom xBopoba
Kypy, wo goHepaBHa 6yna nowvpeHa cepep abopureHis
Hosoi BiHel.

OpnHakK HarnowupeHilwow ¢opmMoto NPioHOBUX 3aXBO-
pIoBaHb Ntofielt € cnopagnyHa. XBopoba cynpoBoaKyeTbCA
MacoBuM BigMupaHHAM KnituH LIHC 3 6inbw yn meHWw Bu-
paXkKeHUMU BigKNageHHAMN B-CTPYKTYpPOBaHUX GiNKOBUX
arperariB, yTBOPEHVX MepeBaHO NMaToreHHow GopMoto
npioHoBoro 6inka. BapTo HaronocuTy, Wo 6iocMHTe3 BRac-
HOro NPioHOBOrO Hinka € HEOAMIHHOK YMOBOIO PO3BUTKY
3aXBOPIOBAHHA, OCKifIbKM TPaAHCreHHi TBAPUHK 3 HOKay-
TOBAHVIM reHOM MPiOHOBOTO Gifika € HEUYTINBUMU [0 iH-
dikyBaHHa PrP>C [16]. [lo Toro , yac naTeHTHOro nepiogy
3aXBOPIOBaHHA MaNio 3aneXunTb Bif BUXiAHOT iIHpeKLinHOT
L0311, OfiHaK KOPEJIIOE 3 IHTEHCUBHICTIO BiOCUHTE3Y npio-
HoBoro 6inka [17]. BianoBigHO Ao 3aranbHONPUIHATOT
KOHLenuii, HopmManbHa KNiTUHHA ¢popmMa NPiOHOBOTO
6inka HabyBa€e naTtoreHHOI KOHPOpMaLii BHACNifOK Ti€l
un Ti€l acouiauii 3 naTtoreHHoto i30$opmoto. Ha Kopuctb
Takoro nornAgy cesigyatb pesynbTati NPoBeAeHUX in vitro
fJocnigis 3i cninbHoOI iHKy6aLii HOpManbHOro Ta NaToreH-
Horo npioHoBoro 6inka. lNoka3saHo, Wo BigdyBaeTbCA
nepebynoBa KoH$opmaLii HopmanbHOI ¢popmu 3 yTBO-
peHHAM B-CTPYyKTypOBaHMX arperatis. BogHouac 3aranbHa
KinbKicTb iHbeKUiliHoro maTepiany nuwanacb He3MiHHOI0.
Tomy 6yno BUCYHYTO NpUNyLEHHA NPO y4yacTb B NPOLECi
nepebynoBM Lie OAHOro KOMMOHEHTA, Ha3BaHOIO NPoTel-
HOM X, LLO CMiNlbHO 3 MaTOreHHow GOPMOI MPIOHOBOro
6inka Bifirpae dyHKUil0 KOWwanepoHa, AKNN He nue
nepebynoBye HOPManbHy KNiTUHHY GOpMY Ha MaToOreHHy,
ane n 3abesneyye HasBHICTb Mi>kBUZOBOrO H6ap'epa [18].
LLlonpaBaa, He3Baxatoun Ha 6araTopiyHi NOLWYKKW, BUABUTY
Len 6inoK He Baanocs.

BoaHouac HayKoBi 30006yTKM OCTaHHiX poKiB Ta pe-
3ynbTaTy [OCNigXKeHb, BUKOHAHMX B HauioHanbHoOMy me-
AnyHomy yHiBepcmuTeTi iM. O. O. boromonbusa Ta IHCTUTYTI
6ioximii im. O. B. MannagiHa HAH YkpaiHu, He Tinbku nig-
TBEPAXKYIOTb KNIOYOBE MOSIOKEHHA NPIOHOBOI rinoTesu, ane
1 al0Tb 3MOTY MOACHWUTM OCHOBHI «Bini NAMK» AK XBOPOOU
Kpenudenbara — AkoOa, Tak i aminoigosis LIHC 3aranom.

Ak Bxe 3a3Hauvanocs, GopmMyBaHHA HaTUBHOI KOHbOP-
MaUii He3niyeHoi KinbKocTi 6inkoBMX MONeKyn € perynap-
HUM eHEeProEMHMM NPOLECOM, ONoCepPefKOBaHNM Luane-
poHOBMMYK Ginkamun GoNaANHIroBoi cucTeMu. JIMLWIAKYNCDH
iHepTHMMK Wopo 6inkiB B HaTUBHIN KOH$OopMauii, wa-
NepoHN eHeprinHO B3aEMOAIOTb 3 JeHaTypOBaHUMM
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Ta CTPYKTYPHO YLWKOAKEHUMU, 3 METOIO X BUMpPaBJIeHHA
abo BunyyYeHHs 3 o6iry [19]. BigHocHO HepaBHO OTPUMaHO
BaroMi ekcnepmmeHTanbHi AaHi, Wo 3a CNiNbHOro po3rnagy
MPONMBAIOTb CBIT/IO Ha MeXaHi3My GOPMYBaHHA KOMMEK-
CYy MONEKYNAPHUX Ta KNITUHHUX MOPYLUEHb, WO NPWU3BO-
AATb [0 PO3BUTKY PO3rNAHYTUX HENPOAEreHepaTUBHMX 3a-
XBOPIOBaHb. Hacamnepep, ekcneprMeHTanbHO fOBEAEHO
MO>K/IUBICTb YTBOPEHHSA NMaTOreHHoi popmu NPioHOBOro
6inka B KNiTUHHIN cucTemi 6e3 iHilitoBanbHOT iHpeKLinHOT
fo31. YnbTpa3ByKoBa COHidikauia KniTnH Helipobnac-
TOMU 3yMOBWa BIOCMHTE3 MMM KAITUHAMW NATOreHHOT
dopmu npioHoBoro 6inka [20]. To6To BNIMB BU3HAHOTO
feHaTypauinHoro ¢akTopa NpuM3BoANTb A0 HaAMIpHOro
HaBaHTaXXeHHA GONANHIOBOI CUCTEMM KNITUHU Ta iT GYHK-
LiOHaNbHOI HEQOCTAaTHOCTI. He MeHW BaXMMBUM € eKc-
neprMeHTasibHe 4OBefleHHA HabyTTA HOBOCMHTE30BaHNM
NPioHOBMM 6iTKOM NATOreHHMX BIACTUBOCTEN NiLe nicna
noro BOyOByBaHHA B 30BHiLIHI0O MembOpaHy iHbikoBaHOI
KniTnHu-npoayuenTa [21]. To6To ana popmysaHHa PrP>C
focuTb GYHKLiOHaNbHOT HEAOCTATHOCTI WANepoHOBOI
cUCTEMUN KNITUHU Ta 3aBeplieHHA GopMyBaHHA CTPYK-
TYpPW 3a B3aEMOZIT 3 30BHILUHbOKAITUHHOK MeMOpaHolto.
OcTaHHil npouec, Wwo HabyB Ha3BU MeMbpaHHOro ¢on-
LVIHTY, € 06'EKTOM IHTEHCUBHMX JOCHiAKEeHb MPOBIAHUX
6iodisnuHMx nabopatopili cBiTy. [loBeaeHo, o B3aemogis
HeCTPYKTYpPOBaHOrro NoninenTMAHOro naHuiora 3 NoABin-
HUM $pocdoninigHMM Wapom BifbyBaEeTbCA B UOTMPY eTanu
i BK/IOYA€E NepBMHHY copbLito NoninenTMaHOro naHLra
Ha noBepxHi wapy, $opmyBaHHA HUM a-CnipanizoBaHoOro
dparmeHTa, BOy[0OBYBaHHA Lboro pparmeHTta BcepeanHy
Wapy Ta acouiaLlito TaKMX BKIOUEHb MiX CO6010 3 yTBOPEH-
HAM B-CTPYKTYpOBaHUX yrpyrnoBaHb. YTBOpeHa 3a Takoi
YMOBW CTPYKTYpPa iCTOTHO BiAPI3HAETbCA Bifj HATUBHOI KOH-
bopmaLii, MicTUTb UMMany YacTKy B-cKnaguyacTux CTpyKTyp
i 3gaTHa Jo arperauii AK Mixk 06010, TaK i 3 iIHTEerpanbHUMY
MeMOpaHHMY Ginkamin. XapakTepHe ansa aminoigosis LLHC
NopyLIeHHA HOPManbHOTO GYHKLOHYBaHHA MEMOPaHHMX
peLenTopiB Ta HACOCiB MOXe ByTW HacNiLKOM came TaKoi
acouiauii. BogHouac cTpyKTypHa i3odpopma 6inka, wo 3a-
3HaB MeMOpPaHHOro GpoNAnHry, CNPUNMa€ETbCA KOMMO-
HeHTam LanepoHOBOI CUCTEMM AK «CBOS, WO noTpebye
BMNpaBneHHA». Lle npn3BognTb 4O HaAMIPHOrO HaBaHTa-
»KeHHA BigNOBiAHNX KOMMOHEHTIB LWanepoHOBOI CUCTEMH,
Lo BXe He CMPaBAATbCA 3 HATUBHUM GONAVHIOM HOBO-
CMHTe30BaHoro 6inka. To6To dopmyeTbCA KNacUYHMIA no-
3UTUBHUI 3BOPOTHUI 3B'A30K Mi>XK HAaCNiAKOM MOPYLLEHHSA
Ta ioro npuynHoto [23]. XapakTepHo, WO WTYYHe BBefeH-
HA NaTOreHHOT GOPMY YY>KOPIAHOrO NOXOLXKEHHSA He Befle
[l0 nopyLleHHA GONANHIoBOro npoLecy, OcKinbkmM iHbek-
LiHWI areHT He CNPUNMAETbCA AK AEHATYPOBAHWI «CBIl»,
a OTXe I He BM/AIMBAE Ha BiAMOBIAHI NaHKM WanepoHOBOI
cnctemn. TobTO TAEMHUUNI NPOTETH X AN 3abe3neveHHs
Mi>KBUAOBOIO 6ap'epa CTa€ NPOCTO HEMOTPIOHKM, WO NeB-
HOMO MipOt0 MOACHI0E He3ycniWHiCTb Malke 40-piyHunX
MNOro NoLwyKiB B NPOBIgHNX AOCNIAHNLbKIMX LLIeHTpax CBITY.

KO0 MiPOI0 PO3MNAAHYTI MEXaHI3MM CTOCYIOTbCA iHLWNX
HelnpoaereHepaTUBHUX XBOPo6? NMoKasaHo, Wo iHTpa-
uepebpanbHe iHQiIKyBaHHA NiAAOCNIAHMX TBAPUH CyC-
MeH3i€l0 roMmoreHaTy aminoigHUX BigKNageHb XBOpPOOM
Anburerimepa NpM3BOAUTL O PO3BUTKY aminoigosy [24].
To6T0 i B UbOMY pasi NPUCYTHICTb B-CTPYKTYpPOBaHMUX
6inKkoBMX arperaTiB MOXe 3yMOBJIOBaTM PO3BUTOK arpe-
rauiHoro npouecy, NPMYoMy piBeHb BHYTPILIHbO- Ta NO-
3aKNITUHHMX CEKpeTa3 NNWAETbCA 6e3 3MiH. ToXK MOXHa
NPUNYCTUTY, WO aminoigoreHHuin cnocié dpparmenTauyii APP
(Ous. pyc. 2) TaKoX 3yMOBNEHWI A0ro KoHGopMaUinHo0

HEeLOCKOHANICTIO i, AK HaCNiAOK, NPOTEONITUYHNMMK PO3-
LenseHHAMM 3 YTBOPEHHAM aMifioigoreHHoro nenTugy.
BogHouac nokasaHo, WO npouec aMinoigoyTBOPEeHHA
€ CaMOJOCTaTHIM i He3aNneXHUM BiJl MPWYNH, WO NOTO iHi-
LitoBanu. XimiuHe 6110KyBaHHsA NpoTeiHa3 NPOTEOCOMHOr0
komnnekcy KnituH UHC ak in vitro, Tak i in vivo npn3Boamnno
[0 po3BMTKY aminoigo3y [23]. Lie Mmoxe 6yTv noacHeHo no-
PYLUEHHAM HOPMaJIbHOTO GYHKLIOHYBaHHSA LLanepoHOBOT
CMCTeMM BHACAOK HaKOMMYEHHSA BianpaLboBaHUX Ginkis,
O He 3a3HaloTb HaneXHoi gerpagauii. BogHouyac HaBiTb
peakTnBayia ¢epMeHTiB NPOTEaCOMHOro KOMMIEKCY
He npu3BoAuna A0 NPUMNUHEHHA aMiNoOI[OyTBOPEHHA.
To6T0 Npouec dopmyBaHHA B-CTPYKTYpOBaHMX BiNKoBMX
arperatiB TpMBaB Aasi HaBiTb NiCNA NPUNUHEHHA Aii no-
YaTKOBOTO iHiUilOBaNbHOro YMHHYKKa. MNofibHe cnocTepe-
YKEHHSA He € Y/MOCb HeCNoAiBaHNM, OCKiNbKu GibpunapHi
B-cTpyKTypoBaHi BifknageHHA CTaHOBMAATb CBOEpifHe
eHepreTMyHe «AHO» HEOCAXKHOI KiNlbKOCTi KOH$OpPMaLin
6inkoBux monekyn [26] (puc. 3).
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Puc. 3. CxemaTuuHe 306paxkeHHA po3nofiny BinbHOI eHeprii

6inkoBMX MoneKyn 3a pisHMX KOH}ipMaLiiH1X cTaHiB [26]

Tomy copbuin B-CTPYKTYpOBaHOK MAaTPULLEID PO3UNH-
HUX 6inKiB Ta NepebyfoBa OCTaHHIX Ha 3-cknagyacTi CTpyK-
TYPU € BUHATKOBO BUTiAHUM i HE3BOPOTHUM MPOLECOM,
IO MA€ aBTOXTOHHWI Nepe6ir i He NoTpebye Hi pepmeH-
TaTMBHOI perynadii, Hi HAAXO4XeHHA [OAaTKOBOI eHepril.
Came uepes Lie 0OCHOBY aMiNnoiHNX arperaTis CTaHOBNATb
6inku 3 BUpakeHol PyHKL i€l 3B'A3yBaHHA [4, 6]. Ix 6e3-
nocepefHii KOHTAKT 3i CTapTOBOIO B-CTPYKTYPOBAHOIO
MaTPULEIO 3yMOBUB iXHI0 CTPYKTYpPHY nepebynoBy Ta pos-
pocTaHHA aminoigy. 3 ornAagy Ha BMCOKY cTabinbHicTb
YTBOPEHOI CTPYKTYpU Ta il CTINKICTb O NpOTeoni3y, He BU-
naga€ auByBaTUCb 34aTHOCTI aMinoifis 4O PO3POCTaHHA
Ta 6e3ycniwHicTb cnpob NpoTugii LbOMy NPOLIEeCy Ha PiBHi
opraHismy.

He meHwWoOI yBarn BapTi eKkcnepumeHTanbHi AaHi,
OTPMMaHI 3a TPMBANOro ONpPOMiHIOBaHHA iHppayepBo-
HUM CBIT/IOM LypiB 3i WTYYHO iHiLilioBaHOIO XBOPOHOIO
MapkiHcoHa [27]. Moka3aHo, wo noAaibHa npoueanypa npu-
3BOAMNA 10 BUPAXXEHOTOo rajibMyBaHHA PO3BUTKY XBOPOOW.
Ak B>Ke 3a3Havanocb, Npu xBopobi MapKiHCOHa BifOyBaETb-
cA BigKnageHHA aminoigonodibHux aeno3uTis (Tinewub J1esi)
B YOPHIl cybcTaHUii ronoBHOro Mo3ky. B iHdpauepBoHomy
Jiana3oHi onTnyHo-TepaneBTUYHOro BikHa (700—1300 Hm)
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OpraHi3m ccaBLiB € NPO30pPMM, OffHaK YopHa cybcTaHuinA
MOrfvHaEe CBIiTNO, Wo 3abe3neyye NoKanbHe HarpiBaHHA
Ta NOKaNbHY » aKTUBaLil0 KOMMOHEHTIB LWanepoHOBOI
cuctemu. To6TO BiiOYBaETHCA JIOKANIbHA aKTUBaLliA CUCTEM,
BiZANOBIJaNbHVX 3a HATUBHE CTPYKTYPOYTBOPEHHA BiNKiB.
HaBepeHi gaHi gatoTb 3mMory 3pobuTtun nesHi y3sa-
rafbHeHHA CTOCOBHO CNifIbHUX PUC Pi3HWX aminoigosis
LHC. Hacamnepep, MoXXHa BNEBHEHO FOBOPUTK MPO Te,
Wwo michonaMHroBUIN xapakTep PO3rnAHYTUX 3aXBOPIO-
BaHb 3YMOBJIEHVI He CTiNIbKN NOPYLIEHHAM CTPYKTYypH
HaTUBHUX GINKiB, CKINbKN PErynapHnUM yTBOPEHHAM
HUMU B-CTPYKTYPOBaHUX 6iNKoBKX arperatiB. 3yMOBNEHO
ue dyHKLiOHaNbHO0 HeOCTaTHICTIO LWanepoOHOBMX KOM-
NOHeHTIB PONANHIOBOI CUCTEMU KAITUH. LiA HegoCTaTHICTb
MO>Ke OyTU 3yMOBJIeHa AK HAKOMUYEHHAM B KNiTUHI Haj-
MipHOI KiIbKOCTi BiiNpaLbOBaHUX ieHaTypoBaHX GinkKis,
TaK i gediuMTOM HagXOO4KEHHA NOTPIOHMX A1 HANIEXKHOTO
dyHKUiOHYBaHHA AK GONAUHIOBOI, TakK i NPOTEaCOMHOT
CCTEM eHEProBMICHUX cnonyk, Hannepwe — ATO. He Ha-
OyBLUM HaIEXXHOT HATUBHOI KOHbOPMaLLii, HOBOCUHTE30BA-
HWIA 6iNOK 3a3Ha€ anbTEPHATUBHOIO CTPYKTYPOYTBOPEHHSA
3a B3aemogfii 3 noaginHUM docdoninigHm WwWapom Kii-
TUHHOT MembpaHu. 3po3ymino, Wo MichonanHroBi Npo-
Lecn MOXYTb MaTV Halbinblu BUpaXKeHi Hacnigku y pasi
6inKiB, L0 3a3HalOTb iIHTEHCUBHOMO CYHTE3Y Ta He NOTPIOHI
ana ¢oyHKUioHyBaHHA KNiTMHU-NpoayueHTa. Lle nepe-
TBOPIOE KNiTVHY Ha 6pigep-po3MHOXKyBay NaToNorivyHol
i3oopmm 6inkKa, WO BiAHOCHO JOBrO »KUBe Ta 3abe3neuye
HeyXxu/ibHe NporpecyBaHHA 3aXBOPOBaHHA. Yepes Bu-
COKY CTabinbHICTb, CTIMKICTb O NPOTeoNi3y Ta 3AaTHICTb
[0 3pOCTaHHSA, BUKOPUCTOBYOUM cCOpboBaHi 6inku, npouec
B-arperauii HabyBa€ HE3BOPOTHOIO XapaKTepy, WO He 3a-
NeXWTb Bif NPUYMH, WO 3yMOBWIM NOrO nNoyaTok. Tomy
came popmyBaHHA 3apofKa arperadii 6inka (Hykneyca)
€ K/I0YOBOI0 CTagdi€lo, WO nepeBoanTb nepebir 3axso-
pPlOBaHHA Ha AKICHO HOBUW pPiBEHb HE3BOPOTHOrO Mpo-
rpecyBaHHA. BapTo HaronocuTy, Wwo noganblumii nepebir
npouecy He 3anexuTb Bif NPUYMH, WO 3ymoBunmn Gop-
MyBaHHsI HyK/neyca arperaduii, i BigbyBaeTbca 3a cBOimMU,
XapaKTEPHMU 411 KOXKHOTO 3 PO3rNAHYTUX 3aXBOPIOBaHb,
MeXaHi3mamu. MogibHa 3aneXxHiCcTb TO YM TO Mipoto
npuTamaHHa BCiM po3rnAaHyTim aminoigosam LUHC i moxe
CTaHOBUTW OCHOBY ANA PO3YMiHHA MPUYKH TX PO3BUTKY.
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