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® (Myoclonic  Epilepsy  with

Ragged Red Fibers - mioknonyc

erijerncis 3 pPBaHUMMU
YepBOHUMH M SI30BUMU
BOJIOKHAMHM) - 3aXBOPIOBaHHS,
0OyMOBJIEeHE TOYKOBUMHU

MyTaL[iIMA  MITOXOHJPiaHBHOI
AHK .

Cunppom BKJIIOYA€E
MITOXOHJZPIa/IbHy MIOMNATIIO
MIOKJIOHII, BEeJIMKI eITlJIeNTUYHI
MPUIAJKA, JTeMeHIII0, aTaKCIIo 1
TYT'OBYXICTb.




lcTOopIA

Cunapom MERRF nepure
onmucanuii  N.Fukuhara
i3 CHiBpOOITHUKAMH B
1980 poli.

3D-MOMENL MMTOXOHOPHH
7 _py /www.gcarlson.com




[lownpeHicb

Cungpomy MERRF cepen mopociol monysnsiil B PiHASIHAI
CKJIQJa€ 1,5:100 000, Ha MiBHO4Yl AHIIII - 0,25 100 000 1
0,25:100 000 cepej, AUTIYO0ro HaceeHHs Ha 3axozl LlIseril.




) }mulﬂMH B reHi TPHK-

[I03UTi151X 8344 1 8356 mT/IHK.
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Tl ychagkyBaHHSA
’
® 3a3Buyau CHHIPOM M F ycrmagkoByeThCA 110
MaTepPHHCHKIH IiHil, 3& BUHATKOM HOBHX MYTalliH, sIKi

BIIepIiie BUHUKJ/IMA B,CiM 1.

_




[TaToMopdOoNorivyHi 3MIHA

® XapakTepHUM MAaTOMOPQOIOTIYHUM MPHU3HAKOM CHUHAPOMA

MERRF, gk 1  psgagy 1HIIKMX  MITOXOHAPIA/JTbHUX
ennedanomionativi (cuaapomiB KepHca - Ceiip, MELAS Ta
iH.), sBasitoTcst "pBaHi’ yepBoHi BomokHa (RRF), koTtoprie
MPOSIBASIIOTHCSI B M SI30Bill TKaHWHI NpU MOAM(PiKOBAHOMY
dapbyBanHi TpuxpomoMm 3a lomopi. Bouu sBAsIIOTCSA
MopdosioTiynm cybcTparom MOLIKOKeHHS
mitoxoHgpiasbkHol  JHK 1 yTBOproTbcd  BHACAIAOK
npostideparlii aHOMaJTbHUX MiTOXOH/IPIH.

YepBoHi "pBaHI' BOJIOKHA SBASIIOTHCSI HACTIIKOM MYTAllil,
MOIIKO/DKYIOYNX reHr TpaHcnopTHol PHK 1 mpuBopars o
MOPYIIeHb BHYTPiITHbOMITOXOHIPiaTbBHOTO CUHTE3Y OisTKa.






A - dpeHOMEH «pBaHUX» YePBOHUX BOJIOKOH. b — BUI/ISIL 310pOBOTO M S13Y.

®apOyBanHs 3a [oMopi TpUXpOMOM, 30i/TbIIEHHST X400.




KniHIYHa KapTuHa

® Bik nmo4aTrKy 3aXBOPIOBAaHHA - BiJ IOHALIBKOTO IO II SITOTO

OeCSTUMITTS XXUTTS. PaHHIN BIK MOYaTKy KOPEMIOE 3 TSHKKICTIO
KJITHIYHUX MPOSIBIB. KniniyHun beHOTHUTI 4acTo
MpeACTaB/IeHNil  HENMOBHHMH  KJIIHIYHUMU  popMaMu i
XaPAKTEePU3YETHCSI BUPAXKEHUM BHYTPIPOAMHHHUM K/IITHIYHUM
osIiMopQi3zMoM.

® Takoxx K/I1HIYHA KapTHUHA 3aXBOPIOBAHHS B YPAXXEHUX POAUYIB

M0 MATEPUHCBKIM JIiHII MOXe€ BapIIOBAaTHU Bl MPAKTUYHO
0€3CMMIITOMHOI /0 MSKO BHPaXXeHOIi, BK/IIOYAIOYH TiJIbKU
HEeUPOCEHCOPHY TYTOBYXICTb TA 3aTPUMKY POCTY.
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KniHIYHa KapTuH

OCHOBHMM CMMIITOMOKOMILIEKC

BKJ/IIOYa€:

(JpisHi BUAY eMiIeNTUYHNX HanaAiB (MIOK/JIOHIYHI, reHepai30BaHi TOHIKO-
KJIOHIYHI, aTOHIYHI Ta iHIII)

[IMO30YKOBY aTaKCiio i mMporpecyvy M si30BYy C1aOKiCTh

[IMIOKJIOHII 3a3BM4Yali MOPOBOKYIOTHCS 3BYKOBUMHU NOJAPAa3HUKAMHU 1
doTocTUMYISATIi €O

[JHeMpoceHCOpHA TYTOBYXICTh
[ImoniHeBpOnaTUYHUI CUHAPOM
[ISHVYDKEHHS IHTeIeKTYy

[JaTrpodist 30poBUX HEPBIB

crmracTryH1 mape3u / mapaniidl 1 JIIMOMUA

[IlirmeHTHa AgereHepailisi CITKIBKY, XPOHIYHMUIM MNAaHKPEATUT Ta LyKPOBUM
miabeT 3yCTpivaroThCs PigKo.
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IikyBaHHSA cuHapomy MERRF

Hacammnepep, cipsimoBaHe Ha:
“*KOPEKILi10 MOpYLIeHb eHepreTUYHOI0 OOMIHY

*»3MeHIIIeHHS JTaKTaT-al /I

“ToTepePKeHHS YIIK eH PaH MITOXOHAPIN

< i .
BcTranoBeHo edpekTUBHICTH puOOQIaBiHY,

HIKOTHUHaMmizgy, putoxpomy C ta koeH3nmy (10,
L-kapHiTHUHY, BiTaMiHy C.
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JTikyBaHHA cuHOpoOMY MERRF

BeuKke 3HaUeHHS Ma€ TaKOX

npomucydomHa mepanis.

b

P Wb
[Ipenapartamu 1}epmo'1° Yepru €:
{

BaJIBITPOATH 110 30MT/KT /100y,
a IpH X HeePeKTUBHOCTI — KJIOHA3eMmaM.



1IPOrHO3
3aXBOPIOBaAHHA

3aJIeXKUTH Big, TSDKKOCTI
TeHEeTUYHOTO nedexry. Yy
BUIIQJIKaX, KOJMU Iy MYTaHTHOI
MITOXOH/ pla/JIbHOI AHK B
TKAaHUHAX TepeBullye 85-90%,
IIPOT'HO3 abCOJTIOTHO
HeCIpUSTANUBUN, 1 ¢daraapHU
pe3y/IbTaT HaCTa€ yepes 5-10 POKIB
Bl MOMEHTY TIIOSIBU TepIIuX a
CUMIOTOMIB. Y IHIIMX XBOPHUX
MOXJIMBA TpHBajia KOMIIEHCAllisl|
CTaHY Ha TII NPOTUCYAOMHOI

Teparil 1 3aCTOCYBaHHS
npenaparis, 1110 CIIPUSIIOT -
KOPEeKILi1 JIAKTaT-aluA03y
crabimisarii OKMCJ/IIOBA/IbHO-
BiZTHOBHOTO KOMIUIEKCY

MITOXOHPIN.




SHUNM OlarHo3
W v MERRF

‘\’“ MU IIPOrpecylounMH MiOKJIOHYC-
.oﬁ D1IIE,. rah‘a ociamigosoMm II
OKBHYCa lis HUPKOBOIO

Te\ iH. ’! pojor: aKOITNYyBaHHS
XBOPOG 6e)'.c poMoMm Aiikapmi
[M3TeHe315IMMU I 031<{
DYAHOIII TAKAE AUPEpPEeHIII0BAHHS
MERRF 3 [ RAKEMA] 30/IOTITYHUMU
K cUHIpoMY IKepHcal i MELAS,
OBl \
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