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MiToxoHAapianbHO 3yMOBNEHi 3MiHM YNbTPACTPYKTYPU Mi€NiHY Npyu HelpogereHepaTUBHI naTtonorii
(kniHiko-eKcnepumeHTanbHe AOCNIAKEHHA)

CborogHi BigoMo, wWo npu xBopobi MapKiHCOHa
(XM) npurHiyyeTbca nogin mitoxoHApin, To6To Npouec
fission. MopyweHHA GYHKLiT MITOXOHAPIN NprU3BOAUTD
[0 HaKOMNUYEHHA OKMUCSIeHOro fodaMiHy, Lo, B CBOIO
yepry, CMPUYNHAE HAKOMUYEHHA A-CMHYKMEeiHY Ta no-
pyweHHA GyHKLUiT nizocom. OcTaHHInN Xe daKkTop He-
raTMBHO BNAMBAE Ha QYHKUilO MITOXOHAPIN, 3aMu-
Kaloun Takmm cnocobom metabosniuHe xnbHe Kono.
He3Baxkaoumn Ha Te, WO BXe He BUKIIMKAE CYMHIBIB,
wo XI 6e3nocepeHbO NOB'A3aHA 3 OKUCIOBaNIbHUM
cTpecom Ta GopMyBaHHAM MITOXOHAPIaNIbHOT ANCPYHK-
uii (M), it He BBaXKatloTb MiTOXOHAPiIaNIbHO MATONOTIE.
Mpw HellpoaereHepaTUBHUX 3aXBOPIOBaHHAX BinbyBa-
€TbCA NOPYLUEHHA NPOBeAEeHHA HEPBOBUX IMNYNbCIB,
Wwo nepenbayae HAABHICTb MOWKOAXKEHb He TiNbKK
HEeNpOHiB, a N HEPBOBUX BONIOKOH. binblue Toro, y cy-
yacHin ¢isionoriuHin Hayui, AK y dyHaameHTanbHOMYy,
Tak i npuKnagHoMmy it HanpAmax, BeNuKy yBary HagaroTb
OAHI 3 aKTyaNbHUX NPo6IemM cyyacHOi HeBponorii —
BMBUYEHHIO MEXaHi3MiB, IO 3yMOBAIOIOTb PYNHYBaHHA
Mi€NTIHOBOT 0GONTOHKN HEPBOBMX BOJIOKOH, 30Kpema
npu XIN. OgHak xBopoby lMNapKiHCOHa He BigHOCATb
TaKOX i 10 AieMIENIHI3YI0UNX 3aXBOPIOBaAHb.

Tomy meTolo gocnigKeHHA Oyio BMBYEHHS 3MiH
YNbTPACTPYKTYpPUW MIENIHY NPU eKCnepuMeHTalbHOMY
napKiHCOHI3Mi i xBOpo6i MapKiHCOHa Ta 3'AcyBaHHA
JeAKNX MeXaHi3MiB NOro YWKOAXeHHA, NOB'A3aHMX
3 YNbTPACTPYKTYPOIO MITOXOHAPIN.

MaTepianu Ta metogu. locnigeHHA npoBefeHi
Ha cTaTeBO3pinMx 6innMx nabopaTtopHUX LWypax niHii
Bictap. OgHi€lo 3 mogenen ekcnepmmMeHTanbHOro nap-
KiHcoHi3Mmy (EI), npu AKin cnocTtepiraeTbca Helpogere-
Hepalis, nofibHa 3a NaToreHeTUYHUMN MeXaHi3Mamu
Ta cumntomamu go X[, € poteHoHoBa mogenb (Li C.
etal., 2012;Vorontsov D. N. et al., 2013). El1 mogentoBanu
3a ,ONOMOrolo BBefieHHA POTEHOHY — NiALWKipHO, Wo-
[JEHHO MPOTAroM ABOX TWKHIB B #03i 0,3 mr/100 r macwu
Tina tBapuHn. MiggocnigHi 3 XIN mann BCTaHOBNEHUN
ZiarHo3 3i ctagieto xBopo6u 3a XeH — Apom 3,0. [inAa Bu-
BUEHHA B €KCNEePUMEHTANIbHUX JOCNiIAMXEHHAX BUKO-
pVCTOBYBanNu TKAaHWHU [OBFracTOro MO3Ky Ta CTpiaTymy.
MopdomeTpuuHi gocnigKeHHA NpoBOAMAM 3a AOMNO-
MOroto nporpamu ana MopGOMETPUYHUX NiJPaxyHKiB
Image Tool (CLUA) Ha 120—150 nonAx gna KOXKHOro
BAAMBY. Y NigAoCNiAHUX NPOBOANNMN KNiHIKO-eNneKTpo-
miorpadiyHy ouiHKy MOHOCMHanTuyHoro H-pednekcy
Ta M-Bignosigi.

PesynbTatu. MNokasaHo, wo npu ElN B gosractomy
MO3Ky 50—70 % (3a nnouieto) MieniHy fecTpyKTypo-
BaHo Ta/abo rineprigpatoBaHo. BogHouac noHag 40 %

MITOXOHAPIN CTPYKTYPHO MOLWKOAXKEHO. Y TKaHUHI
cTpiaTymy 40—50 % mieniHy gecTpyKTypoBaHo Ta/abo
rineprigpaTtoBaHo, 6M3bKo 30 % MITOXOHAPIN CTPYK-
TYPHO MOLKOAXEHO.

Y natoreHesi rineprigpartauil icTOTHy ponb Bifi-
rpatoTb Ba3OMOTOPHO-TPOGIUHI MOpYLIEHHA, WO Big-
6yBaloTbCA Y TKaHMHI MO3Ky. [lo TpodiuHMX nopyLieHb
MO>KHa 3 MOBHMM MPaBOM BifJHECTM 3MiHW CMIOKMBAHHA
KNCHIO TKAaHVUHaMW, BAHUKHEHHA BTOPUHHOT TKaHUHHOT
rinoKcii, Wwo BiabyBaloTbCA 3HAYHOI MipPOIO Yepes CTPYK-
TYPHi YWKOAXEHHA MiTOXOHAPIN. Tenep BBakaloTb,
LLLO MPW NOLIKOAXKEHHI HEPBIB eKCNPEeCY€ETbCA Tak 3BaHa
anTncmucnoa PHK (AS-RNA). EkcnepumeHTanbHO nNpo-
JemoHcTpoBaHo, wo AS-RNA perynioe BigHOBNEHHA
MmieniHoBoi o6onoHkn. CybcTpatamn Ta gxepenamu
eHeprii ana 6iocuHTesy AS-RNA € makpoepru, 30Kpema
AT®. Tomy 3HauYHYy POnb y NOWKOAXKEHHI MIESTIHY MOXKe
BifirpaBaTi MiToxoHApianbHa ANCOYHKUIA Y TKAHUHaX
MO3KY, HafABHICTb AKOI MOKa3anu My N iHWIi JOCNIAHMKMN.

MNpoBegeHni KopenAUinHMA aHani3 B3aEMO3B'A3KY
YNbTPaCTPYKTYpPU MITOXOHAPIN Ta Mi€NiHY BUABUB Mill-
HWIA CTYNiHb KOpenAaLii NOWKOAXKeHb YNbTPacTPyKTypu
Mi€NiHY Ta MITOXOHAPIN | N1LLEe NOMIPHWUI CTYMiHb Kope-
nAuii 3aranbHOI KiNbKOCTi MITOXOHAPIM Ta NOLWKOAXEHb
YyNbTPaCTPYKTYPU Mi€NiHY, WO BKA3y€E Ha BUHATKOBY
POb HE CTiNbKW KiNbKiCHMX, ane AKICHNX XapakTepPUCTMK
MITOXOHZpPIiasIbHOro anapaTty AOCNiAKYBaHNX TKaHWH.

3 ornagy Ha ue, MM 3aCTOCYBaNn Pi3Hi LWAAXN KOpPeK-
uii M, oguH 3 AKUX 6a3yBaBCA Ha aHTUTIMOKCUYHOMY
Ta aHTUOKCMAAHTHOMY BNJIMBI Ha TKAHNHU MO3KY (rpe-
napat Kanikop), Apyrnn — Ha MmynbTumoganbHOMY He-
npotpodiyHOMy Ta HeMpPONPOTEKTMBHOMY 3beKTi (npe-
napat Llepebponisun), TpeTin wnax nepenbayas 6e3-
nocepegHi BNAnB Ha MiToxoHApii yepe3 ATD-3anexHi
MITOXOHApianbHi KanieBi KaHanM (CeNeKTUBHNN iX aKTu-
BaTop YpiauH). B nepwomy Bunaaky 6yno BusaBeHoO,
L0 NAOLA CTPYKTYPHO NOLIKOAXKEHOTO MIi€NiHY 3MeH-
wunaca go 20—25 % y cTpyKTypax MO3KY, a KinbKicTb
NOLWKOAXKEHNX MITOXOHAPIN CTaHOBMIA B CEpefHbO-
My 20—23 %. Y gpyromy BunagKky nnowa 3miHEHOro
Mi€NiHy y 4OBracTtomy mMo3Ky ctaHosuna 20—30 %,
a NOWKOAXKEHNX MIiTOXOHAPIN — 20 %; B cTpiaTyMmi
Ui BenMUYnHM 6ynun we meHwumm (< 10 % 3a mieniHom
Ta 15 % 3a miToxoHapiamn). besanocepeaHin BnauBe
Ha MiTOXoHApPIT 3a gJonomorol YpiguHy npmsoans
[0 TOro, WO CTPYKTYPHO 3MIHEHOTrO Mi€NiHy (AK i Mi-
TOXOHZAPIN) aHi B JOBracTOMy MO3KY, aHi B CcTpiaTymi
npu akTmuBauii ATO-3anexHnx KaHanie K™ npaktmuyHo
He BmaBnanoca. OTKe, CNoCTepiraeTbCA Napaneniam
3MiH BUPaXKeHOCTi yNbTPaCTPYKTYPHMX MOWKOAXKEHD
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Mi€NiHy Ta MiToxoHApin. OcobnuBo Chig 3a3HaunTU
bakT BigHOBNEHHA npouecy fission-fusion miToxoHApPIN
B 060X CTPYKTYpax Mo3Ky npu EM npwu pisHmx nigxogax
0o 3meHweHHA M. Tomy mMoXHa roBoputu Npo Bif-
HoBJIeHHA abo NONINLWeHHA BHYTPILLIHbO- | YaCTKOBO —
MI>KKNITUHHOIO 06MiHY iHpopmaLieto.
EkcnepvMeHTanbHi gocnigxeHHA gobpe y3rogxy-
I0TbCS 3 JaHUMW, OTPUMaHMMU B KNiHiLi nig yac obcTe-
eHHA nauieHTis 3 XM, AKi BKa3yloTb Ha Te, Lo NOTPibHO
6paTu 0o yBaru He TiNbKU AereHepauito HENPOHIB,
ane n NopyLweHHA NPOBIAHNX LWAXiB OnocepefKoBaHNX
NOWKOAKEHHAM Mie€niHy. [oKa3aHo, WO Npn eneKT-

pomiorpadiuHomy (EMI) pocnipgxeHHi BinbyBaeTbcA
3MiHa NOKa3HWUKiB Nopora BUHUKHeHHA H-pednekcy.
BinbyBa€eTbcA nonerweHHa npouecy LeHTPanbHOro
CynpacniHasibHOro KOHTPOJIIO PYXiB, WO NPOABAAETb-
CA CYTTEBUM MOKPaLeHHAM NOKa3HWKIB ¢OHOBOrO
Ta QYHKLIOHANbHOTO eneKkTporeHesy M'A3iB 3a faHW-
Mu EMI-gocnigeHHs Ta 6ioenekTprMYHOI aKTUBHOCTI
rONOBHOIO MO3KY, WO 3 Halbinblwow AMOBIPHICTIO
Ta 3 ypaxyBaHHAM BYLLE HaBeeHMX pe3yNbTaTiB ekcne-
pUMeHTanbHUX AOCAIAXEHb MOB'A3aHO 3 NOJSIETEHHAM
NpPoBigHOI PYHKLiT HEPBIB, 3yMOBEHMM NONIMLWEHHAM
CTPYKTYPW | PyHKLUIT MieniHy.
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