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ITPUOH KOoHE MU /IbIH ITPUOH AYPYJIAPBIHBIH CUITATTAMACBI

bonamosa Axepre bupacanosna, bazapbaesa Kapnvizaw JKaxcvibekosHa,
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JL.H. I'ymunes ateingarsl Eypasust yiITTHIK yHUBEpCcHUTETI, AcTana, Kazakcran
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Kipicnme. Ilpuonmap - akye3ael xyknansl Oemmiekrep. OnapiaslH KypamblHAA
HYKJIEUH KBIIIKBUIAAPHl JKOK, Ta3a aKybI3[Abl KOCBUIBICTApJAH TYPAThIH KYKIIAJIbI
KO3ZIBIPFBILITAP/ABIH  epeKie KiacklH Ounmipeni. Ilpuonnmap amampmapna na, KemnTereH
CYTKOpEKTLIep/ie e OPTAIBIK KYHKE )KYHECIHIH ayblp aypyJapblH TyAbIpajabl, oap «Oasy
UHEKIUsIIap» e aTanabl.

[TpronnapasiH MHGEKUUACH HETi31HEH aTMMEHTapIIb XKOJIMeH xypeai. [lpuonnap ac
KOPBITY JKOJJApbIHbIH (EpMEHTTEpIMEH >KOHBUIMANWIBl KOHE all IMEKTiH KaObIprachl
apKbUIbI EPKiH €Hill, aKbIPbIHJA OPTANIBIK XKYHKe xyiecine eHeni. Mupekuus 100 MmbinFa
JKYBIK MOJIEKYJIaHBI TYABIPYBl MYMKIH, OJIap KO >KaFJaiia yJIKeH KiacTepiaepl Kypauisl.
Keke mpuoH MoOJeKyJaJapbIHBIH Ja BHUPYJICHTTI €KEHIH JKOKKa IIbIFapyra OOJIMaupbl.
Keiibip ToxipuOenepieH IIbIFATHIHBL, YiNana NPUOHIAAPABIH Taiga Oosysl  yIIiH
COHFBICHIHBIH TNPHOHAAPHI 0ap MaTepHajMEH YaKbITIIA KaHACYbl FaHa J>KETKUTIKTI KoHE
MPUOHIAPJBIH JCHETe TepeH CHyiHIH KaxeTi >XOK. COHBIMEH KaTap XHPYPTHSUIBIK
apanacynplH, ocipece HEHpOXUPYPIHSIBIK KOHE O(TalIbMOJIOTHSIIBIK, COHIAM-aK
MMMYHOOHOJIOTHSITBIK TIpenapaTTapAbl KOJJaHyIbIH HOTHXKECIHIE dKYKTBIPY MYMKIHJIT1 O6ap
[1-3].

[Tpuon aypymnapsl - MUABIH YIEMeli, JereHepaTUBTI, EMIACIMEHUTIH KOHE aKbIPBIH/A
OJIIMI'€ OKEIIeTIH 3aKbIMIAITYBI.

Benrini Typnepre >xataapl:

o Kpeiitiidensa-Iko6 aypysl, IPOTOTHNTIK HYCKA (9€TTE CIIOPAAUKAIIBIK);

o Kpeiitugenba-Axkod Hyckachl (IPUOH KYKTHIPFAH CHUBIP €TIH ey apKbLIbI
aJIbIHFaH);

o AMHBIMAIBI IPOTEa3ara skayarn OepeTiH MpUoHONaTHs (CIIOpaIUKabIK);

o I'epctman-Crproccnep-1lleliHkep CHHAPOMBI (TYKbIM KyalalThIH);

J OliMre oKeNeTiH YHKBICBI3ABIK (CIOPATUKANBIK >XKOHE TYKBIM KyaslalThIH
TYPiH KAMTH/IBI);

o Kypy (canTTblk KaHHHOATM3M apKbLIbl AJIBIHFAH);

o JKacteik Herizre OaitnanbicThl (Anbireiimep, [lapkuucon ) [4-6].

[Tpuon npotenni PrPSc apkpuibl KoATaIFaH reHaAepaiH My TalUsChl, TPAHCIISLUSIBIK
KaTe JKoHe MPOTEOIN3 NMPUOHAAPAbIH HIBIFY cebenTepiniy Oipi [7, 8].

[TproHIBIK aypyiapAbl eMACYIiH KOKTBIFbI aypyAblH KJIMHHUKaFa ACHIHT1 Ke3eHIHIe
WHQEKIMSIIBIK TPUOH MPOTEUHIH TUIMAI aHBIKTAll allaThIH KOJAAPHIH Ta0y Ka)KeTTLIIriH
Herizneiai. Ockblnan, OYTiHTT KyHI IPUOH aypyJapblHBIH CHUIATTaMachlH 3€pTTEy ©3€KTi
Mocenenep iy Oipi.

IIpMOHHBIH KYPbLIBIMBI KJHE HIeHTU(PUKATHUSACHI.

[lpuon mnporenni (PrP) - OGapablk OMBIPTKAJIBl KaHyapiapAa Ke3IeceTiH
rnukonporerH. O xacyma MmemOpanacsiHa riukoswidochatuaununosuron (GPI) sxopsi
apKbUIbI OCKiTUIEAl KoHE HETi3iHeH MM MeH KYyWke kyiecinne kepineni. PrP ym anbda
CIMpaJIbJaH OHE €Ki OeTa mapakTaH »oHe MKeMJl N-TepMUHal KYHpPBIFBIHAH TYPaTbIH
ro0ynsApabsl AOMEHI Oap KOFapbl cakTaiFaH KypbuibiMfa ue. PrPc nem aramatein PrP
KaJIBIITHI TYP1 €PUTIH KdHE MOHOMEPJIi 60k Tabbutaabl. COHBIMEH KaTap, CHHAITHKAJIBIK
(bYHKIHUS )KoHE HEUPOHABIK OMIp CYpy CHIKTBI 9pTYPIIi )KacyIIalIbIK IpoIiecTepre KaThICa/bl.
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Jerenmen, akyb3abiH PrPSc nem atanmaTeiH KanbInThl eMec Typi epimeiini, OipikTipiiareH
JKOHE mpoTeaszara Te3imai [9].

PrPc-tin PrPSc-ke Typrienzipyi mabaoH KeMeTiMeH XKY3€ere achbIpblIaThIH MEXaHU3M
nen ecenreneni, MyHna PrPSc KanbInThl aKybI3bl KAJBINITAH THIC MIMTIHTE TYPIACHAIPY YIIiH
yJiri perinzae apeket erexi. Kaneimrackanuan keiiin PrPSc kocsimina PrPc monekynanapsia
TYPJACHAIPYI KamFacTelpa ajajapl, Oy arperauus MeEH TYPICHIIPYAIH ©3IirineH
JKaFacaThlH IUKIIIH jKacaiael. Munarel PrPSc xuHaKTamysl aMHIIOUATHI OJISIIKATap IbIH
naiina OosybIHa XKoHe Helponerenepanusra okeneni [10].

[TproHIapab! aHBIKTAY €H aJlIbIMEH OJIapIbIH OMOXUMHUSIIBIK KACHETTEPiHE, MBICAIIBI,
npoTeasajap MEH 3apapchI3aHibIPaThIH 3aTTapFa TO3IMAUIINIHE JKOHE TAXKIpHOENiK
JKaHyapJapra €HIi3TeHze aypy TyAblpyFa KaOinertinirine HeriznenreH. [Ipuonmapaer PrP-
HiH KaJbINTaH THIC TYPiH TAaHUTHIH apHaibl aHTUACHENEp apKbuibl HeMece yirigeri PrPSc
MOJIIIEPIH apTTHIPy YIIiH YJIbTPAABIOBICTBIK KOHE MHKYOAUUSHBIH KalTalaHaThIH
MUKJJIEPIH KaMTUTBIH TPOTEMHHIH KaTe KarmapiaHybiMeH HUKInik kymeidty (PMCA)
CHUSIKTBI QJIICTEP/Ii KOJITAaHY apKbUIbI aHBIKTayFa O0JIaIbI.

9JieM/ieri IPUOH aypyJapbIHbIH CTATHCTHKACHI.

JlyHuexxy3unk JeHcaynblK cakray yYHbIMBIHBIH ([I¥) Mmaomimertepi OoiibIHIIa,
azamaapaa TPUOHJIBIK aypyJapMeH ChIPKAaTTaHYIIBUIBIK CAJBICTHIPMANbI TYPAE TOMEH,
KbUIbIHA MMJUIMOH afamra 1-2 sxarnaiira OaranaHaabl. AJTaMHBIH IPUOHIBIK aypyJIapbIHBIH
€H KeINl TapaJfaH Typi - Oyn OapiblK KarmaiiaapablH ImaMameH 85% -bIH KypalTbhiH
cnopagukanblk Kpedgenpar-Axo6 aypyst (CJD). Kanran sxarnaitnap TYKbIM Kyamaiibl
HEMece JKYKThIpFaH TIHJAEpMEH Oaiinanbicta 60maabl, Mbicanbl, vCID sxarnaiinapsr [11].

HeiiponerenepatusTi Oy3bL1yaap.

HeiiponerenepatuBri Oy3bulylap KeNTEreH OpTYPJi aKybl3 arperarrapbIMeH
OaliTaHBICTHI OHE OChUIAMINA aKybI3[bIH KaTe KaTHapiaaHyblHbIH Oy3buUTybIHBIH (PMD)
KEHIpeK caHaTbIHa jkaTaabl. PMD-MeH GailaHbICTHI aKybI3/1apFa aMUJIOMITHI TIPEKypcopIIap
akyb13el (aPP) [12], a-cunykienn, C9orf72 ryanun Hykieotuarepiniy anmacysl, ®yc PHK-
OaliIaHBICTHIPYIIBI aKybI3, XaHTHUHITHH, Tay, maibipiasl JTHK-0aitnanblcTRIpyIIbI aKkybI3 43
(TDP43), cynepokcun aucmyrasackl [Cu-Zn] (SOD1) xaTaapl jkoHE KacylIalbIK TPUOH
akyb13bl (PrPC). Ctpecc, )xac HemMece MyTareHes CUsIKThI TpUTTepIiep 0y OeOKTapAbIH yIIbI
OJIMTOMEPIIIK TYpJiepre aiiHanybiHa ceben 6omansr [13].

OpTYypIi aypyiap, TINTi Keie Oip aKybI3IbIH arperartapblHaH TybIHAACA J1a, OpTYpIi
TOCUIIEpPMEH YBITTBUIBIKTBI KOPCETETIH arperaTTapiblH OipHelle mTaMMIapbIHbIH 00TybIH
KOPCETETIH HEBPONATOJIOTUSUIBIK KOHE KIMHHMKAJBIK OeNrinepaiH CHEeKTPiH KepceTenl.
Heri3ziHeH OMMToACHAPOLIUTTEPre acep eTeTiH Kol xyieni arpopusasl (MSA) Kocnaranna,
aKybI3 arperaTrTapbl 9JIeTTe HEHpoHJap YUIiH eH yibl Ooibin TaObuiaabl. CHHANTHKAIBIK
akayJsap HeipoHablKk PMD-HiH epTe OKuFachl 00JIbIT TaObLIaAbI XKOHE HeHpoAereHepalusHbI
Tyabipaael. CoHBIMEH KaTap, MUIBIH OPTYPIIi alMaKTapbIHIaFbl HEUPOHIAPIBIH KeHO1p iKi
TYpJIepi 9pPTYpJIi arperarrapra CelIeKTUBTI OCAIIBIKTHI kepcereai [14,15].

Byn penenropnap Hemece manepoHAap CUSKTHI KO(AKTOPIAPABIH KCIPECCUSCHI
arperaTTbIK MHIYKUUSIIBIK YBITTBUIBIKTBI MOy ISIUSIIAYbl MYMKIH €KEHIH KOpPCETeIl XKoHe
muddepeHranabl  OCaNIBIKTapAbl IIeNly YINiH OoJjallak jkacylia TYypiHEe apHaibl
3epTTeyJepiH MaHbI3ABUIBIFBIH  Kepceteni. CypeTre KaHOal akybl3 arperarrapbl
HeBpornatonorusislK (P) sxoHe xnmHuKANBIK (C) e3repicTep/ii ®oHe OHBIMEH OalIaHBICTHI
PMD tynpipaTsiasl 1 cyperte kepcerinres [16].
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Gerstmann-Straeussler-Scheinker syndrome
Alzheimer disease Cerebelar neurons [ Piiondiseases ]

Hippocampal neurons Ataxia
Dementia i Fatal familial insomnia
Thalamic neurons

Spinocerebellar ataxia () Insomnia

Cerebellar neurons

Cerebellar ataxia ) = _g/ = J : 2

— ) Creutzfeld-Jakob disease

/ Yz \ Cortical neurons
{ <% B Dementia
m

Amyotrophic lateral sclerosis APP
Motor neurons MM Ataxin

Muscular atrophy l = PR
¢
7/ FUS, TDP43,
T 444 Coorf72 0r SODI

Parkinson disease

Substantia nigra
dopaminergic neurons

/ Parkinsonism
( @ Multiple system atrophy

- Basal ganglia and/or
cerebellar oligodendrocytes
Parkinsonism and/or ataxia

Huntingtin

Frontotemporal dementia
Cortical neurons
Dementia

Huntington disease
Striatal neurons

Dementia Dementia with Lewy bodies
Affected cell type Cortical and/or hippocampal and/or striatal neurons

Clinical feature Dementia and/or parkinsonism Cm

Cyper 1 -Xyiike xyiieciHe ocep eTeTiH aKybI3IapIblH IYPhIC eMec
KaTMapliaHybIHBIH OY3bLTYbI

KopsbiThinabl. [IproH aypynapbl OYKil ajeMae JeHCAyJbIK CaKTayJblH HEris3ri
npobiemachl KoHE Oenriii emaey HeMece THIMII eMaey omictepi am koK. [Ipuon
OeJOKTapbIHBIH CHUMATTAMACHIHBIH aHBIKTAIYBl, SFHA OJIAPJBIH KYPBUIBIMBI MEH KbI3METi
Typasibl KYHJBl aKmapaT aHbIKTAIIbl JKOHE OyJl akmapar »aHa MPUOH aypyJiapbIHBIH
alllbTYbIHA, €MJCYAIH >KaHa CTPaTeTHsUIApBIHBIH JKacalyblHa BIKMad eTe anaabl. [lpuon
aypynapbl CHpeK Keszecesi, 0ipaK oJapAblH JKUUIIr MEH Tapaiybl OYKi alemae oap Typii
6onazpl. by TypakTel 6akpLIay MEH 3epTTey KaxeTTinirin kepcereni [17,18].
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VJIK 581.1.035
OPTYPJI IOPLIIK OCIMIIKTEPAEH AJILIHFAH DKCTPAKTTAPIBIH
AHTAMUKPOBTBIK "KOHE AHTHOKCUJIAHTTBIK BEJICEHILTITTH
AHBIKTAY

Cetimxan O.b., Apvicmanosa LILE.
JL.H.I'ymunes areingarsl Eypa3us yiTTeIK yHHBEpcHUTETI, AcTaHa, Kazakcran
seytkhan.2001@mail.ru

DKceTpakiys, Oy TepMuH (papManeBTUKaga KOJIIaHbLIaIbl, CTAHAAPTTHI SKCTPAKIIHA
npolelypaiapblHia CeJIeKTHBTI epITKIIITEpl KOJJAaHa OTHIPHIN, OCIMAIK HEMece JKaHyap
TIHAEPIHIH IopiuTiK Oenceni 6eikTepiH OeJICeH i eMec HeMece HHEPTTI KOMIIOHEHTTEpIeH
Oenyni Kamtuael. Onapra KaiHatna, WHQY3Hs, CYHBIK CHIFBIHIBUIAP, TYHOamap, CYHbIK
(ckapTeUIail KaTThl) CHIFBIHABUIAD JKOHE YHTAK CHIFBIHIBUIAPHI JEN aTalaTbhiH JAdpiiep
KJIaCTaphl JKaTaJIbl.

Jopimik eciMaikTep Jen - KypaMblHAa OHONOTHSIIBIK OeJCeHai 3aTTtapbl Oap
OCIMJIIKTepAl aTaiabl. BUONOTHUANBIK OelceH Al 3aTTap JAETeHIMI3 — MOPUTIK ©CIMIIKTepIiH
KypaMbIHIa OONaThIH, KypJedi TaOWFH KOCBUIBICTap (aJKaJoMATap, BUTAMUHAEDP,
carmoHUHAEp, >PHp, Maliasl Mainap, raukosuarep). Jopimik eciMaikTepai ToxXipuOenik
MakcarTa JaiblHAay camaibl 3epTTeY HOTHXKECIHE JKEeTYAiH OacTamKbl KaJaMbl >KOHE KiNTi
6oubin Tabbutaabl. O KocmapiaHFaH OMOJOTHSIIBIK ChIHAyFa Kipicriec OypbhlH OMOAKTHBTI
KypaMacTap/bIH carnachl MEH CaHbIH aHBIKTAY/bl KOHE alyAbl KaMTHIbL. by 3eprreyaig
HETi3r1 MakcaTbl KYHJIENIKTI 3epTTeysiepiMi3ie IOpUTK OCIMAIKTepAl MailblHAay >KoHe
CKPUHUHITE KOJIaHBUIATBIH SPTYPJIi 91icTepai 6aranay Gombin TadbiIans [1].
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