sputporuToB. Bmecte ¢ a3tum (Ha 32,5%) MOBBIMIAETCS KOJTMYECTBO TUCYIb(DUITHBIX
CBsA3€H B HUX. ODTH W3MEHEHUs Ha 63% MOBBIIAIOT MHAEKC OKHUCIEHHUS OENKOB
MeMOpaHbl 3puTpouuTta. M3 3TOro MOKHO cenaTh BBIBOJ, YMEPEHHAs] TUIOTEPMUS
aKTUBUPYET TMPOIECChl OKUCIUTEIBHOM MOAM(PUKAIMK MeMOpPaHHBIX OEJKOB.
Heobxoaumo oTtmeTuTh, uTo mipu runorepmuu 30°C MpPOUCXOAUT 3aMETHOE
nepepactpezaenenue SH-rpynn B Oefikax, BCJIEICTBUE YE€TO OTHOUIEHUE JOCTYITHBIX
SH-rpynm k CKpbhITBIM THOJIOBBIM TpymmaMm Bo3pacTaeT B 2 pasa. [loBbilieHue 3TOro
COOTHOIIICHHSI B OOJBIIECH CTENEHH CBA3aHO cO CHUKeHueM (Ha 41%) koimuecTBa
CKpBHITBIX SH-rpymm B Oenkax. DT JaHHBIC CBUIAETEIHCTBYIOT O KOH(POPMAITMOHHBIX
nepexoiax MEeMOpaHHBIX OEJKOB 3PUTPOLMTOB MPU YMEpPEHHOU runorepmuu. [Ipu
CWJIBHOW THUIOTEPMUM HAOJIIONAETCS ONpENeSiCeHHas TEHACHIMS K HOpMaju3alud
ypoBHsI SH-rpynm m S-S-cBszeét B MeMOpaHHBIX Oelikax. YMEHBIICHHE CTETICHU
OKUCIIUTENIbHOU MOAU(PUKAIIMA MEMOPAHHBIX OEIKOB IIPU 3TOM, BUAMMO, CBSI3aHO CO
CHMKEHHEM  HMHTCHCUBHOCTHM  TI'EHEpallid  akTUBHBIX  (opM  Kuciopoja,
BOCCTAHOBJICHHMEM JIUCYJIb(PUIHBIX CBS3€H, a TakKe YACTHUYHBIM MPOTEOIU30M
OKHUCIUTENbHO-MOAUPUIIMPOBaHHBIX OenkoB. Cocrosiuue SH-rpynm omnpesenser
(YHKIMOHUPOBAaHUE HMOHHBIX IEPEHOCUYMKOB, BOJIHOIO KaHalla, arperaTtHoe
COCTOSIHUE CIEKTPUHA U B3aMMOJICHCTBHE IIUTOIIa3MAaTHYECKOTO (PparMeHTa Oenka
MOJIOCHI 3 ¢ OeKaMH IIUTOCKEIIeTa.

B HacTosiiiee Bpemsi nu3ydyaeTcs NpoTeKTOpHast poiib SH-rpynn npu 100aBjieHUH B
KpPOBb KPHOKOHCEPBAHTOB. YCTaHOBJIEHO, YTO 00pabOTka MEMOpaH SPUTPOLIUTOB
CEJICHUTOM HATpHUsl MHAYLHUPYET KOH(DOPMAMOHHBIE U3MEHEHUs OEIKOB C POCTOM
PEAKIIMOHHON aKTHBHOCTH «CKPBITHIX» SH -Tpymm, JIOKaIn30BaHHBIX BO BHYTPEHHUX
ruipooOHBIX moMeHax. BzammoneiictBue N-mupenmanenmuga ¢ gaHHsiMA SH -
IpyIIaMu MPUBOJIUT K 3HAUUTEIBHOMY YCUJIEHUIO MHTEHCUBHOCTU (PJIyopeceHIInu
MMPEHOBOTO XpoMoopa METKM B cocTaBe MeMOpaH, IOATOMY, HCCIEays
PEAKIIMOHHYIO0 aKTUBHOCTH «CKPBITHIX» SH -rpyrin, MOXHO OIIEHUBATh CTPYKTYpPHOE
COCTOsSIHHE MeMOpaH.

[MoBbimienne koumentpaiud NaCl B cpeme 3amMopakuBaHHS C JACKCTPaAHOM
MPUBOJUT K  TOBBIIIEHUIO CTENEHU TOBPEXKICHUS  SPUTPOLIMTOB  TOCIHE
3amopaxkuBanus. IIpu stom B cpeae ¢ I191'-1500 BhIsIBNsieTCS CHUKEHUE CTENEHU
MOBPEKIAEHUS KJIETOK. DTO YKa3bIBA€T HA Pa3IMYME€ KPUOMPOTEKTOPHBIX CBOWCTB
nekctpana u II0I-1500, xoTopoe, BO3MOXKHO, OINPEIENAECTCS WHTEHCUBHOCTHIO
runepkonieHTpupoBanus NaCl mpu 3amopakuBaHUH.

XBOPOBA KOHOBAJIOBA-BIJIBCOHA
Konmeesa T. M., I'eopeuti /. A., Cmeyenxo C.O.
Xapxiscbkuil HayioHAILHUL MeOuYHUL YHIgepcumem, Ykpaina
['enatoniepedpanbia nerenepamis (I'LJ]), xBopoba Konoranora-Binscona
(XKB) - Baxkke 3axBOpIOBaHHSA, OOYMOBJIEHE TIE€HETHUYHO JI€TEPMIHOBAHUM
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nopyueHHssM oOMiHy Mifl. TokcnyHi epekTH MiJll Ha TKaHWHU DPEai3yloThCs 3a
PI3HOMaHITHUMHU MEXaHi3MaMHu. TOKCHYHOIO BBAKAETHCSA TUIBKHU MiJb B 10HI30BaHIN
dbopMi, sSKa 1HAYKYE YTBOPEHHS BUIBHUX paJuKalliB, OKUCJICHHS JIMiIIB 1 OJOKY€E
0e3m14 (pepMeHTaTUBHUX TpolieciB. Lle MoXke MpuBeCTH A0 CEPHO3HUX MOIIKOKEHb
Oaratbox oprasiB. lle 3axBOprOBaHHS € MPOTPECYIOUHMM, XapPaAKTEPU3YETHCA
MOETHAHUM YPaKE€HHSM BHYTPIIIHIX OPraHiB 1 MO3KY, B IIEPIIY Yepry MeqiHKH (sKa €
OCHOBHHM JIETIO MiJii) 1 MAKIPKOBUX BY3/iB. 3aXBOPIOBAHHS BHUHHUKAE 3 4aCTOTOIO |-
3: 100000 HaceneHHs, MOKE MPOSBIISATUCS Y BEIMKOMY BIKOBOMY Jiamna3oHi (Bix 5 10
50 1 Oimpme pokiB). Takoxk, XBopoOa € MOHOIGHHOKI 3 ayTOCOMHO-PEIECHBHHUM
tanoM nepenadi. Biqnosimaneanii reH ATP7B nepemaerscst mo 0aThbKIBCHKIN JIIHIT 1
3MaTHUH  KOHTPOJIOBAaTH (PepMEeHT, SAKUH 3JIHCHIOE KOH Ioramiro  Migl 3
HepyJIoIIa3MiHOM 1 modanbline ii BumiaeHHS B koBY. Ilpm XKB BinbHa Migp He
CNIMIHYETHCS, a BIAKIAJAIOUUCh B PI3HUX OpraHax OOYMOBIIOE PI3HOMAHITTS
cuMmnTomiB. [TpoBIIHUMEU B KJIIHIII € Pi3HI €KCTpamipamiHi po3iaau, MO30YKOBI 1
MICUXIYHI TOpYIICHHS. Y MIJICYMKY 3 X MO€JHAHHSM BHUHUKAE CKIIAHUN KOMILIEKC
CUMIITOMIB, ONOPHMMHM MOMEHTaMH JIarHOCTUKU TPH I[bOMY € B OCHOBHOMY
pe3ynbTaTH JIA0OPATOPHUX JIOCHIIKEHb 1 HAasBHICTh POTIBKOBOrO Kuibils Kaiizepa-
Onemnepa. Sk NOpaBWIoO, 1€ 3aXBOPIOBAHHS XapaKTEPU3YETHCS  3alli3HIIOIO
J1arHOCTUKOI0, TaK SK HEMAa€ CHUMITOMIB, CIeHUpIYHUX IS 1€l XBOpOOH 1 HeMae
TUMOBOI KIIHIYHOI KapTHHH. Y MoJioguX, BikoM 10 20 pokiB xBopobOa dYacTiiie
MMOYMHAETHCS 3 CUMIITOMIB Ypa)KE€HHS IMEUIHKH, PE3yJbTaTOM MOXE OyTH LHUpO3
neuiHku. Y Bimi noHan 20 pokiB AeOIOT rematolnepeOpalibHOI  JiereHepallii
HaifyacTille MOYMHAETHCA 3 PO3BUTKY HEBPOJIOriYHUX posnaiiB. Y 10-20% xBopux
pI3HUX BIKOBUX KaTEropii B SKOCTI MEPIIMX CUMIITOMIB BHUHUKAIOTh MCUXIYHI
MOPYIICHHS.

Konosanos H.B. Buainse 5 popm 3axBoproBaHHs: 1) pUruIHO-apiTMOTINIEPKIHETUUHY
(paHHIO) - BIAPIZHSETHCS IIBUIKOIO TEUI€I0, MOYMHAETHCS B AUTIYOMY Bimi. Y
KJIIHIYHIA KapTHHI MEePEBa)KaloTh M'sI30Ba PUTIIHICTH, SIKa BEIE O KOHTPAKTYpH,
CHOBUIBHEHICTh PYXIB, XOpeoaTeToifHl ab0 TOPCIOHHI HACWJIBHHIIBKI PYyXHU.
XapaktepHi nuzaptpis 1 aucdaris, CyqoMHUN cMmiX 1 1iad, adeKTHUBHI pO3Naiu 1
MOMIpHE 3HIKCHHS IHTENEKTY. 3axXBOPIOBAHHS TpHUBA€ 2-3 POKH, 3aKIHUYETHCS
JeTaNbHO; 2) TpeMTsauy (Mi3HI0) - mo4yuHaeThes y Bimi 20-30 pokiB, Teue TOCHUTH
noBibHO (10-15 pokiB 1 Oumble); TPEMTIHHS PI3KO MEpeBaXKae, PUTITHICT
3'SBISETHCSA JIMIIE B KIHII XBOPOOM, 1HOJI CIOCTEPIraeTbcd TIMOTOHIS M'SI3IB;
BIJ3HAYAETHCS aMiMisl, ITOBIJJbHA MOHOTOHHA MOBQ, BaXKKI 3MIHHM IICUXIKH, YacTI
adexkTuBH1 cnanaxu. CrnocTepiraroTbCs enuienTU@OpMHI MpUNAAKU; 3) TPEMTIUBO-
PUTIIHY - 3yCTPIYA€ThCA YACTIIIE 32 1HIIMX; TOYMHAETHCA 3 IOHALBKOTO BIKY, TEYe
MOBUIBHIIIE, YaCTO 3 PEMICIIMH 1 PATOBUMH MOTIPUIEHHSMH, 1O CYPOBOIKYIOThCS
cy0deOprIbHOI0 TEMIIEPATYPOIO; XapaKTEPUIYETHCS OJJTHOYACHUM PO3BUTKOM Ba)KKO1
PUTIIHOCTI 1 TPEMTIHHS, TPEMTIHHS Ty’)Ke pUTMIYHE (2-8 TPEMTIHBb B CEKYHIY), PI3KO
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MOCHUJTIOETHCS. TIPU CTAaTUYHOMY Hampy3i M'A31iB, pyXax 1 XBWJIIOBaHHI, B CIIOKOI 1 CHI
3HUKA€E. JIOCUTh PIIKO BUSIBJISIOTHCSA aTETOiNHI XOpeohOpMHI HACUIBHHUIIBKI PYXH;
CIIOCTEPIraloThCs TakoX aucdaris 1 guzaptpisa. CepeaHs TPUBATICTh KUTTS OJM3bKO
IIECTH POKiB, 4) eKCTpamipaMiJIHO-KOPKOBY - 3YCTPIYA€ThCS pijlIe 1HIUX (HOpM.
TumoBi ang  remartonepeOpanbHOi  aUCTpOodii TOPYIIEHHS B IMOJAJBIIOMY
YCKJIQTHIOIOThCS MpaMiTHUMU Tape3aMu, enuienTUGOpPMHUMH HaNaJaMU 1 BaXKKUM
HEJIOYMCTBOM (BHSBJISIIOTBCS BEIUKI PO3M'SKIICHHS B KOPl BEJIHUKUX ITBKYJb).
TpuBae 6-8 pokiB, 3aKiHUYETHCS JIETAIbHO; 5) aOJOMHHAIBHY - BaXKKE ypaKCHHS
MEYIHKHA, MO0 TPUBOIUTH O CMEPTI paHilie TMOSBH CHUMIITOMIB 3 OOKYy HEpPBOBOI
CHUCTEMHM; XBOPIIOTh JIITH, TPUBAIICTH BiJl ACKIIBKOX MICAIIB 0 3-5 POKIB.

3a JaHUMHU MOJICKYJSIPHO-TEHETUYHUX JOCIIKEHb JESIKI aBTOPU BUIIISIOTH 3
reHetnyHnx Tk [IJ]: cioB'SHCBKMH - 3 Mi3HIM JeOFOTOM HEBPOJIOTIYHHUX
cumMnToMiB y 20 - 35 pokiB 1 MiHIMAJIbHUM 3aTy4eHHSIM MEYIHKU; 3aXiAHUA TUN -
ne6totye B 10-16 pokiB ypaKeHHSIM TEYIHKKA 3 OUIBII Mi3HIMH HEBPOJOTIYHUMU
nposiBaMu, 3yctpidaerbesi B €Bpomi, Cepenuiii A3zii Ta Kwurai; artomiunuii - 0e3
KJIIHIYHUX TPOSIBIB, 3 130JIbOBAHMM 3HIDKEHHSM PIiBHS LIepyJoruiazMiny. XBopoOa
KonoBanoBa - BinbcoHa MOKHa 3amiio3pUTH, SKIIO y XBOPOro €: 1) MiJBUILEHHS
aKTUBHOCTI TeviHkoBux amiHoTpancdepas (ACT, AJIT); 2) o3Haku 3aXBOPIOBAHHS
MeyiHku;,; 3) HEBPOJOTiyHI CHUMITOMH HEBCTAHOBJIEHOI €TIOoNOorii (au3apTpis,
nucaris, po3naau JpiOHOT MOTOPHUKH, aTeTo3); 4) MCUXIYHI CUMIITOMU (TIOPYIICHHS
MOBEJIIHKM) B KOMOIHAIlli 3 HEBPOJOTIYHUMHU MPOSBAMU a00 O3HAKAMH YPaXKEHHS
MeYlHKY; 5) mpujdaHa TreMoJIiTUYHAa aHeMish mpu HeraTuBHIM mpoOi KymOca; 6)
00TsHKeHHH ciMelHMM aHaMHe3 1o XBopoou KoHoBanoBa-Binbcona.

POJIb HEUPOCHIELIU®IYHUX TPOTEIHIB Y PO3BUTKY
HEHWPOJETEHEPATUBHUX IMPOLIECIB Y ITAIIIEHTIB HA
IIYKPOBWH AIABET I TUITY
Anexcanoposa K.B., Mapmunosa C.M.

Xapxiscbkuli HayioHAILHULL MeOUYHU YHIsepcumem, YKpaina

B nanuit yac 3poctae 3axBoproBaHiCTh Ha mykpoBuii aiader I tumy (L1) y
BCbOMY CBIiTi. O/IHI€I0 3 MINICHEW TinepriikeMii € IeHTpajibHa HEPBOBA CHUCTEMA.
IepeOpanpHi MaTOJIOTII, IO BUHHKAIOTH I/ BINIMBOM Jla0CTUYHUX OOMIHHUX
MOPYIIEHb, MAIOTh XapaKTepHI 010XiMI4HI, eIeKTpodi310JI0TI4HI Ta MOPQOIIOTIUHI
o3HakH. JloBe€HO poJib XPOHIYHOI TINEpriiKeMii B Mpolecax anonTo3y KIITHH
HepBOBO1 TKaHWHU: MPT-gocimixeHHsl mokazajio HenpsAMi o3HaKu aTpodii cipoi
pPEYOBHHM  JIOOOBUX 1 4YacTKOBO TIM'SHMX J0Jib. BeayTbcsd  momyku
HeHpocnenMpUIecKuX MapKepiB YIIKOMKEHb HEPBOBOiI CHCTEMH, B OCHOBHOMY,
PEUYOBHMHU TOJIOBHOTO MO3Ky. HailOinbIl BHBYUEHMMH cepell HUX € MapKepu
3aru0eni acTpOUMTIB - TiianbHUU (QiOpuisipHuit kuciuii 6110k (GFAP) 1 Outok
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