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KopucHa mopgenb HanexuTb [0 MeauumHu i Moxe OyTu BUKOpUCTaHa pAns  NikyBaHHS
OHKOreHEeTUYHUX CUHOPOMIB 3 MPOsiBAaMU MITOXOHApPianbHOT HEAOCTaTHOCTI.

[ocnigXeHHA ocTaHHIX POKiB Nokasanu, WO NOPYLUEHHSA CTPYKTYPU | OYHKLIN MITOXOHAOPIN NEXNTb
B OCHOBiI naToreHesy psgy MOWMPEHUX CNagkoBUX HerpoaereHepaTUBHUX 3axBOPKOBaHb, LWO
MoB'sI3aHO 3 MIABMLLEHOK YYTNMBICTIO HEPBOBOI TKaHWHM A0 AucbanaHcy eHepreTMYHuX MpoLEeciB.
MyTauii B reHax, GinkoBi npoaykTn sikmx GepyTb y4vacTb y 3abesneudeHHi BGioximidyHMX npoueciB B
MITOXOHAPIAX, € NPUYMHOIO BUHUKHEHHSI 3aXBOPIOBaHb 3 rpynu cnagkoBuX CNAcTUYHUX napanneriin,
NnporpecyYnx M'a30BUX OUCTpOdii, aTakci, ekcTpanipamigHux 3axeoptoBaHb (LlarmHa O.A.
KnuHUKO-reHeTu4ecknin aHanma HacrneacTBEHHbIX akCoHoMaTuh, OOYCNOBMEHHbLIX HapyLUeHWeM
dopMMpoOBaHMA XOHAPMOMA: aBToped. AUC. Ha COMCKaHWe y4. CTeneHn KaHa. Mef. Hayk: cneu,.
03.00.15/ O.A. WaruHa - Mocksa, 2007. - 28 c.).

Takox [OBeAEeHO KIIOYOBY poOfib MITOXOHAPIM Yy  KMNITUHHING  TpaHcdopmauii. eHeTuuHi i
MeTaboniyHi 3MiHW B MITOXOHAOPIAX MOXYTb OyTu Ge3nocepedHbO MNpuyYMHOK abo cnpusalTb
dakTopam natoreHesy paky (Cancer as a ,Mitochondriopathy" / Czarnecka A.M., Marino Gammazza
A, Di Felice V et al // J. Cancer Mol. - 2007. - Vol. 3. - P. 71-79).

BcTaHoBMNEHHA 3HAYHOI posi NopyLeHb OYHKLIOHYBAHHA MITOXOHAPIN Y NaTOreHesi TUX YuM iHWunX
OHKOreHeTU4HUX cuHgpomis (OIC) mae iCTOTHE 3HaYeHHs, TaK sIK JO3BONAE NIABUWNTU eDEKTUBHICTb
iX nikyBaHHS 4epe3 npu3HadeHHs1 cneumdivyHoi MeTabonivyHoi Tepanii. BpaxoBywouu nposigHe
ypaXKeHHs1 HEepBOBOI cucTeMu y KniHiui G6aratbox OIC (6nactomartosHi Ta aHriomaTtosHi chopmu
dakomaTosiB, kepaTiHOBi XBOpoOW i T.4.), AiarHOCTMKA MOpyLEeHb CTPYKTYpU Ta (pyHKUIOHYyBaHHS
XOHApioMa (po3ranyXeHnx MITOXOHApIanbHUX MEepPeX aKCOHIB) A03BONUTb MO3UTUBHO BNMBATM Ha
nepebir Ta NPOrHO3 3axXBOPHOBAHHS.

Bigomnii cnocib giarHOCTUKM MiTOXOHApianbHOI HeLOCTaTHOCTI 3a AO0MOMOror MOPdONOriYHNX
AoCnifKeHb CKeneTHOI MycKynaTypu wwnsxom 6Gioncii Ta cBiTNOBOI Mikpockonii 3a4ns BU3HAYEHHS
XapakTepHOi O3Haku MITOXOHApianbHOI naTonorii - "pBaHMX" YepBOHMX BONIOKOH (OMB., HaNpuknag,
Benbtnwer HO.E., TemuH .A. HacneactBeHHble GonesHn HepBHOW cucTembl: PykoBoacTtBo Aanst
Bpadyen. - M.: MeguumHa, 1998. - 496 c.). Ane uen cnocib € TpaBMaTtu4yHMM, TOMY HE MOXE LUMPOKO
BUKOPWUCTOBYBATMUCb Y KNiHIYHIN NpaKkTuLj.

Takox Bigomui cnoci® AiarHOCTUKM  MITOXOHAPIanbHOI HEeAOCTaTHOCTI Yy  AITel  LMAXOM
CMiBCTaBMEHHA cneuudidyHnx Ta HecneundiyHUX nposBiB MiToxoHApionaTi (amMB. Hukonaesa E.A.,
KaszaHueBa J1.3., Knem6osckun A.N. n gp. Kputepun onarHocTmku MMTOXOHAPUANBHOW NaTonormm y
aeten /[ Matepuansl 1-ro Poccuinckoro cbesga MeamumuHCKMX reHeTukoB. - M., 1994. - C. 44-45). BiH
nonsrae y Tomy, WO y XBOPOi AUTUHU OLHIOIOTb HAsiBHICTb HACTYMHUX KNiHIKO-NabopaTopHNX O3HaK:
MiONaTUYHUI CMHOPOM, MATONOrA OpraHiB 30pY, BPaKEHHS HEepBOBOI CUCTEMM (HempoaucTpec-
CMHOPOM, HasABHICTb CYAOM, HasiBHICTb 3aTPMMKU MCMXOMOTOPHOIO PO3BUTKY, iHCYNbTOMNOAIGHI
BMNagKW), HasBHICTb BPa)KEHHS OOHOYACHO AEKiNbKOX BHYTPILWHIX OpraHiB (cepusi, MeYiHKW, HUPOK),
auunpos, 36inblweHun piBeHb NakTaTty Ta nipyeaTy B KPOBI, 30iMbLUEHNI piBEHb KETOHIB Y KPOBI Ta ceui,
30inblUeHNIA piBEHb aMiHOKUCIOT (anaHiHy, rmiuMHy, BaniHy, NenuuHy) y KpOBi Ta Cedi, HasBHICTb
rinornikemii, Ta NpM HaABHOCTI CYKYMHOCTi UMX O3HaK AiarHOCTYIOTb HasiBHICTb MITOXOHApPianbHOT
HeJoCTaTHOCTI Y AiTen.

Heponikom Uboro cnocoby € Benuka KinbKiCTb AiarHOCTUYHMX KPUTEPIiB, AKi NOTPIGHO ouiHOBaTK
ANsi BU3HAYEHHs1 MITOXOHApianbHOi HeJoCcTaTHOCTI B3arani 6e3 ypaxyBaHHsi HasBHocTi OI'C y xBopwux.

Hanbinbw 6nu3bknM OO KOPWCHOI MoAeni MO TexHiYHiW CyTi i pesynbTaTy, dkunm moxe 6ytu
OOCSArHYTUM, € CMNOCiO AiarHOCTMKM MITOXOHApPIAaNbHOI HEAOCTATHOCTI y AiTen Ha TyGEpPO3HWUI CKepo3
LUMASAXOM BM3HAYEHHSI aKTMBHOCTI MITOXOHApPianbHUX PepMeHTIB y nimdouutax nepudepinHoi KpoBi
(MueBoBapoBa A.M. XapakTepucTuka MUTOXOHAPMWASbHbIX HApPYLWEHWA U BO3MOXHOCTU  UX
MeOVKaMEHTO3HOW KOPPEKLMM Npu TyOEepOo3HOM CKIepo3e y AeTen: aBToped. AUC. Ha COUCKaHMe yu.
cTeneHun kaHa. med. Hayk: crey. 14.00.09 / A.M. NueoBaposa - Mocksa, 2004. - 24 c.). BiH nonsrae y
TOMY, WO MNPV HasIBHOCTI Yy OUTMHU 3 TyGEpO3HUM CKIEPO30M KOTHITUBHMX MPOBMEM: 3HWKEHHS
PYXOBOI Ta NCUXIYHOI aKTUBHOCTI, 3aranbHOro hoHy HaCTPOIo, NOPYLUEHHS KOHLIeHTpauii, po3noainy i
nepeMmkaHHs yBaru, TMOPYLEHHA TMOBEAiHKM Yy BUIMA4I arpecuBHMX TeHAEHLUin, eMOoUinHOT
nabinbHocTi, 3HWXEHHS nam'ari, n npoBoOaATb BM3HAYEHHS aKTUBHOCTI anba-
rniuepodocdaTtaerigporeHasn, rnyramaTtgerigporeHasn Ta nakTtatgerigporeHasu B kposi. [lpwu
BUSIBIIEHHI 3HWXEHHHA aKTMBHOCTI anbda-rniyepodocdartaerinporeHasn MeHwe Hix 10 yMOBHUX
OAMHWUG, ryTamaTtgerigporeHasn MeHwe Hixk 10 yMOBHMX OOUHULb Ta nakTaTgerigporeHasn MeHLue
HXK 8 y OWTMHM [iarHOCTYHTb HasiBHICTb MITOXOHApIaNbHOT HeAOCTaTHOCTI Ta Mpu3HavalTb 1N
€HeproTponHy Tepanito.

Hepgonikom upboro cnocoly € NnpusHayeHHs1 BULLIe3a3HA4YeHOI 4iarHOCTMKU NauieHTaM AUTAYOro BiKy
TiINIbKM MPU HAsIBHOCTi TyOEpPO3HOro CKIeposy, HEeBMCOKA CneuudivHiCTb Ta HEMOXIMBICTb OLIHUTU
MOKa3HUKN TKAHWUHHOTO AMxaHHsA npw iHwmx Ol C.
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Y 3B'A3Ky 3 BULLEBMKNAOEHUM B OCHOBY KOPUCHOI MoAeni MOCTaBfeHo 3ajavy niaBULLEHHS
€(EeKTMBHOCTI AiarHOCTUKN MITOXOHApIanbHOI HeAOCTaTHOCTI Npu pisHUX popmax O C.

3agavy, sIKy MOCTaBfIEHO B OCHOBY KOPUCHOI MOZENi, BUPIWYIOTb TUM, WO Y BiAOMOMY crnoco0i
AiarHOCTUKM MIiTOXOHApPIanbHOI HEAOCTATHOCTI Y AiTe Ha TyOEpPO3HUI CKIepOo3 LUMSIXOM BM3HAYEHHS
aKTMBHOCTI MITOXOHApianbHUX epMeHTiB Yy nimdountax nepudepinHoi KpoBi, 3rigHO 3 KOPUCHOI
MOAennto [0AaTKOBO 3a [JOMOMOrow nondporpadiyHoro AOCHIIKEeHHS BMU3HaYalTb MOKa3HMKM
TKAQHVHHOIO AMXaHHS: KoeilieHT AnXanbHOro KOHTPOSIHO, WBKMAKICTL (OCOopunioBaHHs, KoeqilieHTn
docdopunioBaHHa Manaty, CykuuHaTy Ta ackopbaTy. [lpu BUSIBNEHHI 3HWKEHHS koedilieHTa
ONXanbHOro KOHTPOMO MeHLe HiX 8, WBMAKOCTI POCHOPUNIOBAHHA MEHLLE HiXX 249 MMOMb/XBUINUHY
Mmr Binka, koediuieHTiB ocdopunioBaHHA ManaTy MeHLUe HiK 3 YMOBHUX OOMHUL, CyKUUHATY MeHLUe
HDX 2 YMOBHMX OAMHULI, ackopbaTy MeHLle HixX 1 ymMOBHa ogunHuus, y xBoporo Ha OI'C giarHocTyloTb
HasIBHICTb MiTOXOHApPIanbHOI HEAOCTATHOCTI.

TexHiuHMn edekT KOpUCHOI Mogeni, a camMe nNigBULWEHHA eMdeKTUBHOCTI AiarHOCTUKK
MITOXOHApIanbHOI HegJocTaTHOCTI Npu pisHMx dopmax OIMC pocdaraloTb 3a paxyHOK BU3HAYEHHS
3HWXKEHHS NOKa3HWKIB TKAHMHHOMO AMXaHHA 3a JONOMOrol nonaporpadiyHoro AoCniaXeHHs, a came
KoedilieHTa gMxanbHOro KOHTPOSO, WBMAKICTE hocdopuntoBaHHs, koedilieHTn dochopunoBaHHs
Manarty, CykuuHaTy Ta ackopbaTty, WO XapakTepusye HasiBHICTb MIiTOXOHApianbHOT ANChYHKUIT y
xBopux Ha OI'C.

Cnocib BMKOHYOTb HacTynmHMM 4YMHOM. [pu BusSIBNEHHi y xBopux Ha OIC kniHiYHMX nposiBiB
MiTOXOHApianbHOI HegocTaTHOCTI (M'sisoBa CrabkKicTb, BTOMIIOBaHICTb, ©GOMi B HWXHIX KiHUiBKaXx,
3HWKEHHS PYXOBOI Ta MCUXIYHOI aKTMBHOCTI) 1M MpuU3HayalTb BU3HAYEHHS  AKTUBHOCTI
MiTOXOHApIanbHUX epmeHTiB (anbda-rniuepodocdaraerigporeHasn, rnyramatgerigporeHasn Ta
naktatgerigporeHasn) |y nimdouuTax nepudepinHoi  KpoBi  Ta  40OATKOBO  MpusHavaloTb
nonsporpadivyHe JOCMiMXEHHS KPOBi (3a CTaH4ApPTHOK METOAMKON) 334518 BM3HAYEHHS koedilieHTa
ONXanbHOro KOHTPOMO, LWBMAKOCTI hoccopunioBaHHs, koediuieHTiB dochopunioBaHHA manary,
CyKuMHaTy Ta ackopbaty. [Mpu 3HWXKEHHi BuLLe3a3HAYeHUX MOKA3HWKIB Yy XBOPWUX AiarHOCTYOTb
HasIBHICTb MIiTOXOHAPIanbHOI HEAOCTATHOCTI Ta NPM3HaYalTb BigNOBIAHY KOpeKL,ito.

EdekTuBHicTb cnocoby intocTpye HaCcTynHWUIA Npuknaga;

XBopa [1., 15 pokiB, HanpaBneHa Ana YTOYHeHHA AdiarHo3y cuHapomy Jlyi-Bap (aTakcis-
TeneaHriektasist). py 3BepHeHHi npea'siBnsAna ckaprM Ha 4acTi ronoBHi 6orni, HEMPUTOMHI CTaHW,
NOCTiVHY cnabkicTb i BTOMY, 60nNi B HMXKHIX KiHLiBKaX.

MaTu BBaxae OOYKY XBOPOI 3 HapoaXeHHHA. Hapoamnacs Big nepluoi BariTHOCTI, WO npoTikana
Ha TNi 3arpo3n nepepvBaHHA B TepMiHi 29 TWXKHIB, XPOHIYHOro nienoHedpuTy, HeJOCTaTHOCTI
MiTpanbHOro knanaHa y maTtepi. Ha nepwomy poui XWUTTa AUTUHa crnocTepiranaca 3 npuBoay
nepuHaTtanbHOi eHuedanonartii, paxity 1 cr., rinotpodii 1-2 ct. [iBuMHka 4yacTto xBopina [PBI,
cnocrtepiraBca TpuBanunm cybdebpuniteTr. € iHBanigom auTMHCTBA 3a cuHgpomom Jlyi-Bap.
CnocTepiraetbCa HeBpONaToOrorom 3 MpMBOAY COMATOreHHOI AMCAYHKLUIT 3a TNOTOHIYHUM TUMOM,
HEeNpUTOMHUX MapoKCcM3MiB, Aucnanii, kapgionorom - 3 npuBo4Yy AWCNNACTUYHOI Kapaionari,
HedponoroM - 3 npvBody AMcMeTaboniyHoi Hedpponarii. 3a3Hayae aneprivyHi peakuii Ha MOMOYHI
npoaykTn. BctaHoBneHa cyqopoXHa roToBHiCTb 3a AaHumu EET.

Y ceHoTuni npobaHaa BU3HAYaKOTLCSA O3HAKW CMOMYYHO-TKAaHUHOI AMcnnasii. Y HeBPOMOriYHOMY
cTaTyci: nipamigHa HeOCTaTHICTb, MiONATUYHUIA CUHOPOM.

AHanis pogoBoAy BUSIBUB OBOTSDKEHICTb CepLEeBO-CYAMHHOW, HEBPOSIONYHOK i OHKONOrYHO
naTonorieto.

PesynbTat 4OAaTKOBOro 06CTEXEHHS:

- BioximiyHni aHani3 kposi: [akTMBHOCTI rmyTtamaTgerigporeHasu go 4,6 (Hopma > 10 Og/n) Ta
nakTatgerigporeHasu go 6,2 (Hopma 8-16 Op/n); iHWi NOKa3HMKM - B MeXax BiKOBOI HOPMM.

- Y3[ BHyTpilWHiIX OpraHiB: nepvBackynsipHa, nepubiniapHa iHdINbTPaUis nedviHkn, nomipHe
NiABULLLEHHS €XOreHHOCTi MapeHXiMK MediHKW, O3HaKu naHkpeaTonartii, HenpsiMi O3HaKW racTpuTy,
O3HaKu CoONnbOBOro AiaTesy, Bidyaniszauig HaaHUPHUKIB.

- EMI": o3Haku akcoHanbHOI Herponartii ManoromMinkoBnx HeEpPBIB.

- [onsporpacphiuHe  pocnimkeHHA:  koediuieHT amxaneHun 6 (N=8-10); KkoediuieHT
doccopuntoBaHHa Manaty 1,8 (N=3), cykumHaty 1,6 (N=2); ackopbaty 0,8 (N=1), wsugkictb
doccopunioBanHa 181,5 (N=249-277 mmonb/xBUnuHy mr Ginka).

Ha nigctasi ckapr, gaHux CiMEMHOro aHamHe3y, aHaMHe3y XWUTTs i XxBopobu, ocobnuBocTen
deHoTUMy, HEBPOJSIONYHOrO CTaTycy i pe3ynbTaTiB OAATKOBMX METOAIB OOCTEXEHHSA Y OUTUHN Mae
Micue MiToxoHgpianbHa gucdyHKuia  (KniHiMHO cxoxa 3  cungpomom MELAS) Ha T
OHKOreHeTu4eckoro cuHgpomy Jlyi-bap. 3axBoptoBaHHs HOCUTb CNAAKOBUIA MPOrPECYUNA XapaKkTep,
CYNPOBOLKYETBCA CTINKMMU (PYHKUiIOHaNbHUMM po3fiagamMn HEPBOBOI i M'A30BOI CUCTEM, Y 3B'A3KY 3
Yyum  OUTUHI Oyna npu3HayeHa KypcoBa €HeproTpornHa Tepaniss 3 MO3UTMBHUM  edeKToM.
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®OPMYJIA KOPUCHOI MOJENI

Cnocib AgiarHoCTMKM MITOXOHApIanbHOI HEeAOCTAaTHOCTI MPUM OHKOTEHETUYHUX CUHOPOMAaX LUSISIXOM
BU3HAYEHHS aKTUBHOCTI MiTOXOHApPianbHUX epMeHTiB Yy nimdoumTax nepudepinHoi KpoBi, SKUR
Bigpi3HAETbLCA TMM, LLO A0OATKOBO 3a LOMOMOrol nonsporpadivyHoOro AOCNiAKEeHHS BM3HA4alTb
NOKAa3HWKN TKAHWHHOIO AUXaHHSA: KoediluieHT AMXanbHOro KOHTPOSI0, LWBMAKICTL hocdopuntoBaHHs,
koediuieHTn dhocdopunioBaHHss manaTy, CyKUuHaTy Ta ackopbaTy, npu BUSBIEHHI 3HWXEHHS
KoedilieHTa AMXanbHOro KOHTPOMO MEHLUE HiK 8, LBMAKOCTI (hOCHOpUoBaHHA MeHLIe Hix 249
MMONb/XBUMWHY Mr Binka, koedilieHTiB dochopunnioBaHHS Manaty MeHLUEe HX 3 YMOBHUX OAWHWUL,
CYKLUMHATY MEHLUE HK 2 YMOBHUX OoAuMHMULI, ackopbaTy MeHwe HiX 1 ymMOBHa OAMHWUS, Y XBOPOro
AiarHOCTYOTb HasiBHICTb MITOXOHApPIanbHOI HEAOCTATHOCTI.

Komn’'toTepHa BepcTka A. KpyneBcbkuii

[HepxaBHa cnyxba iHTeneKTyanbHOi BMacHocTi YKpaiHu, Byn. Ypuupekoro, 45, m. Kuie, MCI1, 03680, YkpaiHa

0N “YKpaiHCbKMI iIHCTUTYT NPOMMUCIIOBOI BriacHocTi”, Byn. [Na3yHoBa, 1, M. KuiB — 42, 01601



