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[evikd Znueia Avagopag

* Oudda KANPOVOUIKWY IaTapaywy TToU agopouv
TO YUIKG 10TO Kal XapaKTnpifovTal atrd
TIPOOBEUTIKN KATAOTPOPA TWV HUIKWV KUTTAPWV
KOl QVTIKATAOTAON TOUG OTTO GUVOETIKG I0TO

* Ta KUTTAPA UTTOKEIVTAI OE VEKPWAON 1 ATTOTITWGCN

* H aimiohoyia ouvdEeTal PE TN HOPIAKE YEVETIKR

Ti eival n puikn duoTpogia Duchenne?

‘Eva a1mé Ta 20 €idn puikAg duoTtpogiag. OAol o1 TUTTOI
duaTpoiag TTpokaAoUvTal aTrd yovidiakd TTpoBARuaTa
(kAnpovopouvTal atrd Toug yoveig oTa TTaidId) Kal TIPOKaAoUv
TTPOOBEUTIKN) MUIKF aTpo@ia Kal e§aabévnan agou Ta Puikd
KUTTapa Tpauparti¢ovral, AUovTal Kai XGvovTal TTpOOdEUTIKG.
O 1010G¢ Duchenne emrnpeddel povo Ta ayépia (U OTTAVIESG
eCaipéoelg OJwG). To yovidio TTou Trapouaiddel TTpoBARuaTa
eAéyxel TN olvBean TnG TTpwTEivng duaTtpowivng. O Ap.
Duchenne de Boulogne, a1é 1o lNapiol, ATav ammé Toug
TTPWTOUG PEAETNTEG (OTa péoa Tou 199V alwva) TNG MUIKAG
duaTpowiag.

Moéoo ooBapr) acBévela eival;

MoAU coBapn. Ta TepIoadTEPa ayOpIa EPPAVICOUV TIG TTIPWTEG
evOeitelg duakoAiag otn Badion oTig nAikieg 1—3 Most kai
ouvABWG, PTTopoUV va TPEEOUV ) va EKTEAECOUV GAPATO OTTWG TO
utroAoITTa TTaIddKIa, SUGKOAEUOVTAI OTO AVEBOACHA OKAAIWV Kal
XpelddovTal Katolo Yéoo oTrpIENG. To orkwua atod To £daPog
pTTopEi €Tmiong va eival 8UokoAo. Evw TTpoxwpd n vooog, Ta
TSI dev pTToPOoUV TTAEOV va TTEPTTATACOUY ThyV idla améoTacn 1
He TNV id1a TaxUTNTa OTIWG Ol TUVOUAAIKOI TOUG Kal KATTOIEG POPEG
TéPTOUV OTO £da@og. Mepik& TraIdid TTapouaiddouv eTTiong
HabnoiaKd KAl CUPTTEPIPOPIOTIKA TTPOBAAaTA KATA TNV €EENIEN
NG vooou. Z1a 8-11 Trepitrou €T (OTTGVIA VWPITEPT 1) apYOTEPQ)
Ta Taidié dev pTTopoUv TTAEOV Va TTEPTIATACOUV KAl OTO TEAOG TNG
epnpeiag A otnv 3" dekaeTia TNG (WG TOUG N VOOOG ETTIDEIVWIVETAI
TOOO TTOU QUEAVEI ONUAVTIKG TIG TMIBavATNTEG BvnoIudTNTa.
MapodAa autd, uttdpxouv TpATTOI dlaxeipiong TNG vOoOU TTou
BonBouv oTNV QVTIPETWTTION TWV ETTITTAOKWY TNG VOOOU.




Méoo ouyvn eivai;

1 ota 3.500 Traidic rou yeviouvtal. ¥1n M. Bpetavia
yeviouvTal 100 ayévpia pe DMD kd&Be xpovo.

Ymdpxel Beparreia;

AuoTuxwg dev £xel avakaAu@Bei akoun katrola Bepartreia.
MapdéAa auTtd, uTTAPXOUV TPOTTOI AVTIUETWTTIONG TWV
ETTITTAOKWYV TNG VOOOU eTTNPeAdovTag €101 TNV SIAPKEIQ KAl
TNV TTOI6TNTA {WAG TWV TTACXOVTWY. AUCTUXWG, OEV PTTOPEI
Va OTTOPEUXOET N aTTWAEID PUTKWY KUTTApWV. MiveTal Spwg
EKTETAPEVN €PEUVA YIO TNV EUPEDT BepaTTeiag.

Mwg yivetal n didyvwaon Tng pUikng duoTpoiag;

Ymdapyouv agiotmoTa diayvwaTIKG TECT OTTO TN GTIYUR TTOU
Ba evrotmiaTei TO TPORANUA. YTTApXOoUV UTTEPBOAIKG UWNAEG
TINEG TOU £VQUMOU TNG KPEATIVIKAG KIVAong GTo aipa. Av
OUWG BeV UTTAPXEI OIKOYEVEIAKO ITTOPIKO TTAOXOVTOG PHEAOUG
TIPETTEI VA YiVOUV Kal GAAEG PHETPAOEIG: YEVETIKEG PETPMOEIG
(evroTTiopoU Tou TTPORAARNATOG OTO YOVidIo TNG
duaTpopivng) Kal YUikr Bloyia yia va peTpnoei n
duaTpoivn.

MYTKH BIOWIA

loTohoyikd Euprjpara:

1. EKQUNIGPEVEG KOl OTPOPIKEG MUTKEG iVEG

2. AIaOKOPTTIOPEVEG UTTEPTPOPIKEG MUTKEG iVES
3. Muikég iveg o€ avaolvBean

4. Aigioduon ouvdeTIKOU I0TOU

5. Aicioduon Aimmwdoug IoTou

Mwg ytmopoUpe va gipaaTe oiyoupol OTi dev €yIve
Ad&Bog didyvwon;

H yeveTikn kai Tpwreivikn didyvwon gival TToAU
&ekaBapn. To TPORANUA TTOU PTTOPET VA TTPOKUWEI
€ival 0 KaBopIoPOG TOU TUTTOU TNG MUIKAG
duaTpogiag. O auTOoWHIKOU UTTOAEITTOUEVOI TUTTOI
duaTpogiag eival 20 YopEG TTIO OTTAVIEG ATTO TV
Duchenne oTta ayépia kai uTropei va £xouv
0OMOIOTNTEG METAGU TOUG AAAG TO €IBIKO TEOT
QTTOKAAUTITEN TIG BIAPOPEG.




Mwg kAnpovoyeirtal;

H DMD TtrpokaAeital atré yovidio oTo xpwudowpa X (dnAadn
Ta KOPITOIa €xouv OUO TETOIO Yovidia Kal Ta ayopia Hovo €va).
AuT6 onuaivel 6T eTTNPeadovTal HOVo Ta ayopia aAAd Kai 6TI ol
UNTEPEG TOUG UTTOPET va €ival popEiS. ZAPEPA, OTIG MITEG
TEPITITWOEIG, @aiveTal 6Tl TO TTPoBAnNUaTIKG yovidio TTporpBe
atrd peTAAAagn Tou yovidiou Tou 18iou Tou TTaidiou Xwpig va
UTTAPXEl POPEAG METALU TWV YOVEWV. AUTO OPWG UTTOPEI va
TEKUNPIWOET POVO PETE OTTO TIPOCEKTIKA EEETATN TWV YOVIWV.
ZTIG MIOEG TTEPITITWOEIG N UNTEPQ €ival opéag aAAG OxI Kal
Trdoyouoa. KAabe yiog evog opéa éxel mBavotnTeg 50:50 yia
va voonoel Kal KABe kopn €xel mBavoTnTeg 50:50 yia va yivel
@opéag. Evag HIKpAG apiBUOS GopEwy TTapouciadel ATTIa
Huikn e§aaBévnon. Apéowg petd Tn didyvwaon 1ng DMD, eivai
n avelpean TwV POPEWV TNG OIKOYEVEING.

X-LINKED INHERITANCE
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X = normal X-Chromosome
3 = defective gene on X—chromosome

Mrropei n DMD va diayvwaBei Trpiv Tn yévvnon;

Agou éva Taidi pe DMD €xe1 yevvnBei o€ pia oikoyévela, gival
ouxva duvatdv va BonBrioel aTnV TTPOoYyEVVNTIKE dIdyvwaon o€
MENNOVTIKEG EYKUPOOUVEG, €ITE yia TN UNTEPA 1) Yia KATTOIO
GAAN @opéa oTnv olkoyévela. AuTé yiveTal ue avaAloelg Tou
DNA 110U emiTpémrouv Tn didlyvwon Tng KaTdoTaong Tou
eUBpUoU (avaAuon Tou DNA Tou TTAaKOUVTO TOU Hwpou oTnv
11n- 121 ¢Bdopdda kKUNONG).

H E&ENEn Tng Néoou

HAkia 8-11:

* H véoog emdeivwveTal

» AuokoAia oTnv avaBaon okaAiwv Kail BAdIoNng HIKPWV
QATTOOTAOEWV

* ZUXVEG TITWOEIG

» OpIoTIKA aTTWAEID avegdpTnTng BAdiong

* XpAon UTTOOTNPIKTIKWY JECWV

* Avaykn BonBeiag yia eKTEAETN QUOIKWY BPACTNPIOTATWY
* XpAon nAekTpikoU apagidiou

* Npocappoyég aTo OTTITI

* Avaykn €Aéyxou TnG OTTAaTIKOTNTAG

* MpoBAApaTa CUPTTEPIPOPAG




H E&ENEn Tng Néoou

HAia 12-14:

* 2100epN) €EENIEN TNG VOOOU

* Ave€dpTnTn Kivnon pe 1o apagidio

* MpoodeuTiKA aTTWAEIR TNG AEITOUPYIKOTNTAG TWV AVW AKPWYV
(SuokoAieg ypapng)

* MpoBAnuata otn poppoAoyia Tng GTTOVOUAIKAG OTAANG

* Avaykn 10TPIKAG TTapaKoAoUBNoNg KaPSIAKWY KAl AVOTIVEUCTIKWV
TTPOBANUATWY KaI ETTAVOAQUBAVOUEVWY ECETACEWV

* MiBava dev Ba XpelaoTei El0aywyr OTO VOOOKOUEIO.

* ZuvaioBnuaTikég SIaTapaxég TNG £pnpeiag.

* Mpétrel va ouvexioel To axoAgio

» Avaykn ouvexoUg IaTPIKAG TTIBAEYNG

H E&éNEn Tng Néoou

HAia > 14:

* Avdykn d10pBwTIKAG €TTEPRAONG YIa TN OKOAiwan.

* H 10TpIKA QVTIMETWTTION KAPDIOKWY KOl OVATIVEUCGTIKWY OVOKOTTWV
uTTOpEi va BonBrRoel oTnv TTeEpaITéPW ETIRIWGON TWV TTAOXOVTWV.

* 210 T€AOG TNG €PnPeiag UTTAPXE! euaioBnaia o€ poAUvoelg

* Mapatnpeital ammwAeia BEPOUg Kal KOTTWAN TToU TreEpIopiouv TNV
KIVNTIKOTNTA TOU OTNV Kivnon Twv XEPIWV JOVO.

» Avaykn 10TPIKAG ETTIBAEWNG.

[evikd Znueia Avagopag

* O 6pog UTTOBNAWVEI TN KN YUCIOAOYIKH ATTWAEIX
MuikoU 10100 Kal duvaung

* H katavopr Tng PUikAg e€acBévnong dlagépel
ava@Aoya pe Tov TUTTO BUCTPOYIag

* AuTr n diIagopoTToinaN TNG KATAVOUNG TNG
MUiKNAG €€aoBévnong XpnoIPoTIoIEiTAl VIO TNV
KATNYOPIOTTOINCTN TWV OIOQOPETIKWYV TUTTWV
duoTpowiag

O1 Tutro1 Muikng AuoTpogiag

il i Wl | i | ¢ A — Duchenne and Becker
I":.u'l 'l‘# 1 B — Emery-Dreifuss

W L C — Limb girdle

(7] (%4 D — Facioscapulohumeral
E - Distal

F — Oculopharyngeal

e R o Reference: Emery,A. 2000 pg 28




Ta Koivd XapaktnpioTiKa
NG Muikng E§acBévnaong

+ Eival ouvnBwg ouppeTpIKA

* MpoodeuTikn

*  Zuxvd TTapaTnPEiTal onUavTikA diIa@opoTToinan YETAgU
ATOPWYV PE TOV id10 TUTTO BUCTPOPIag

» H 1opeia, ocoBapdtnta kai Tpdyvwan §apTaTal ATTO TOV
OUYKEKPIPEVO TUTTO BUCTPOYIOG

* Ymdapyouv 1repiodol avaoToAng i Upeang

*  JUXVEG KPAMTTEG Kal SUCKapWia

* H puikn e€aoBévnon dev ouvodeleTal cuvhBwg aTTd
mévo

» Mrmropei va TTapartnpnBei weudouTTepTPOPia 0 KATTOIOUG
Hueg

Emodpdoeig Tng Muikig
E¢aoBévnong

« loxia
¢ AuokoAia aTo TpEgIYOo, TTEPTTATNUA, avaBaan okaAlwy Kal
avaorkwong até xapnAd kabiocpata
¢ Aduvapia eAéyxou Tng KaBodou éTav KATT0I0G TTPOCTIabE va
Kool
% YWnASg B100KeNIOPOG yia TNV aTToQuUYT| TTPOBANUATWY KATA
N Badion
* Quol
¢ AuogkoAia aviywong TwV XEPILV TTAVW aTTd TO KEPAAI,
TTAUCTHATOG TWV PHOAAIWY KOl OE TTPOOTTAOEIEG Va ayYigel
KATTOI0G KGTI TTOU €iVal UTTEPUYWWHEVO.

¢ AuokoAia aviywong TwV XEPILWV OTNV TTPOCTIA0EI Va
METAKIVAOOUME Ta YUOAIA i} va BaAoupe KatTéAo

Emodpdoeig Tng Muikig
E¢aoBévnong

« Xépi kai MAxNg

% AuoKOAIO TNV eKTEAETN AETITWV KIVAOEWY Kal AABWV,
QAVOiyMATOG UTTOUKOAIWY, KPATNUA HIKPWY AVTIKEINEVWV
OTTWG KAEIBIA, OTUAG, HOAURBIQ.

* MNpéocwTtro
®ZuvéTeleg oTnV ekOAAWON CUVAITONUATWY OTTWG TO
aKkaBopIaTo Xapdyeho
G Ek@pdoeIg TTou TTapePUNVEUOVTAI ATTO TOUG GAAOUG
AMBavd TpoARuaTa 6pacng kai Adyou

MEPOZX 2

H BIOXHMEIA THZ NOzZOY




YXXHMATIZMOX IIENTIAIKOY AEEMOY
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ANIMATION NPQTEINOZYNOEZHZ
2TA PIBOXQMATA
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Ol METAAAAZEIZ TOY MONIAIOY THX AYZTPO®INHZ

* To 70% Twv PETAANGEEWV apopolv aTTaAOIPEG BAoEwyY 0To anpeio Xp21

* 65% Twv aoBevwyv DMD trapouciddouv ueyGAeg atraloipég BAoewy aTo
yovidio Tng duaTpogivng. Bonba atnv mpdyvwon Tng aobéveiag.
MapatnppouvTal kupiwg oTa eg§dvia 45-53 kai 2-20.

* To 1/3 TwV TEPITTWOEWY APOPE PIKPEG ATTANOIPEG BATEWY O€
OUYKEKPIJEVa GNpEia EI0AyovTag avetmBuunTa KOdWvIa TEPUATIONOU Kal
auTté oupBaivel g€ 6Ao To yovidio.

* YTTdpxouv anueia Tou ol aTraAoIQEG BAoewyv dev TIPOKAAOUV POVIHN
BAGBN (dystrophin mini gene).

* AvTikataoTaoelg Baoewv otnv Tepioxn CC TpokaAolv onuavTikn
ueiwon Tng duoTpo@ivng (TTPOBANUa oTn oUvdean We TNV B-
duoTpoyAukavn.

» MetaAAdgeig oTo avtioTolxo kapdiakd yovidio Trpokalei coBapég
KOPJIOYUOTTABEIEG.

ANIMATION AYZTPO®INHZ




TO NEIPAMATIKO MONTEAO: MONTIKI MDX

* MeydAo péPOg TNG OXETIKAG £peuvag BaaileTal o€ auTod.

* Aev €xel kaBOAou duaTpogivn (UETGAAaEN OTO €EOVIO 23).
* Mapouaiddel pIkpdTEPN PUIKA £6aaBévnaon, HeyaAUTEPO
XPOVO (WG Kal OXETIK UTTEPTPO®IAL.

* Ta uttéAoITTa XapakTnpIoTIKG SuaTpo@iag gival idla pe Ta
avTioToIXa TOU avOPWTTOU.

ANIMATION MYTKHZ SYZNAZHZ

O POAOZ THE AYETPO®INHE £TO MYIKO KYTTAPO

Extracellular matrix I I
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Ol AIAXYNAEZEIZ THX AYZTPO®INHX
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H NMAGO®YZIOAOIIA THX AYZTPO®INHZ

Tpaupatiopdg NG pUiKAG HEUBPAvVNG:

* ZoBapog TpauhaTiopdg TNG pUikAg peuBpdvng dnuioupyei diappon
OUGIWV (MOKPOHOPIWV,I IOVTWYV K.ATT.).

* AuT) n dIOTTEPATATNTA TNG MEPBPAVNG ETTIBEIVWOVETAI HE TN UNXAVIKA
emBdpuvaon.

* H amroucia duoTpo@ivng KAvel TTIo €uaiodnTn TNV YEUBPAvN o€
TPAUMOTIOUO VW) avaoTEAAEI TOUG PNXavIoHoUg emdIOpBwONg TNG;

* H akivnoia Twv Teipapgatdlwwy BEATIWVEN TNV KATACTAOT TNG
pepBpavng.

H NMAGO®YZIOAOIIA THX AYZTPO®INHZ

AM\oiwon Tng opoldéoTACNG TOU aoBeaTiou:
* YwnAr evdokuTTdpia ouykévTpwan acBeoTiou otnv DMD.
* Mwg n éAAepn duoTpo@ivng TrpokaAei algnon Tou aoBeatiou;

* To augnuévo aoBEoTio EVTOTTICETAI KUPIWG OTO KUTTAPOTTAQCHA Kal OTO
OapKOTTAACGHATIKO JiKTUO.

*YTdpyouv mBavd didpopa €idn TPWTEIVIKWY KavaAiwv aoBeaTiou aTnv
HePBpavn TTou evepyoTTiolvTal Adyw €Aelpnag duaTpogivng KaTtd Tn
diGpKela TNG GUCTTIOONG TOU HU.

* Ymépyel moava poBAnpaTiki SéopEuan Tou aoBeaTiou atd To
oapkoTTAaopaTiké diktuo eaitiag duoAeiroupyiag Tng ATPaong.

*To augnuévo aoBéaTio TTpokaAei TTpwTtedAua.

H NMAGO®YZIOAOIIA THX AYZTPO®INHZ

Augnuévn TpwTedAuon:
* Augnpévn ouykévTpwon TTpwTeacwy atnv DMD.

» O1 TpWTEAOES (KAATTAIVEG) UTTOPET va EvepyoTTOIOUVTal OTTO TO
aoBéoTio.

*O1 TpwTedoEeg evioxUouv TV €icodo aoBecTiou aAhoiwvovTag Ta
KavaANia aoBeoTiou. AVOOTOAR TWV TIPWTEAOWY ETTAVAPEPEI TO AORECTIO
OTa QUGIOAOYIKA €TTITTEDA.

» Agv TTopaTnPEEiTal TIPWTEOAUGT OTTO TOV AUGOGWHIKS pnyavioud fj 1o
TPWTESCWHA OAAa aTTO TIG KOATTAIVEG.
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H NMAGO®YZIOAOIIA THX AYZTPO®INHZ

Augnuévog ogeIBWTIKOG TPAUUATIOUEG:
* YTdpyouv augnuéva emrimeda SeIKTWV 0&eIdwTIKOU aTpeg oTnv DMD.

* MapatnprRdnkav augnuéva emieda SEIKTWV AITISIKAG UTTEPOEEIdwang
oTa Telpapatélwa mdx o€ apxXIké akdun aTéddio TG vooou.

* Augnpévn euaioBnaia oTnv 5pAon OEEIBWTIKWY OUTIWV.

Augnuévn amomTwon:

* YTapxel augnuévn ouykévipwaon kartakepuaTiopévou DNA oTig puikég
iveg otnv DMD.

« MapaTtnpeital TPIV TNV VEKPWON.

» O1 augnuéveg eAelBepeg piCeg TBAVA TTPOKAAOUV TOV ATTOTITWTIKS
HUNXQVIOWO.

H NMAGO®YZIOAOIIA THX AYZTPO®INHZ

MpoBAfuaTa aipdTwong:

* YTTAPXOUV VEKPWTIKG CUPTTAEYHOTA OTIG PUTKEG IVEG TTOU UTTOPET VO
TrpokaAoUV TOTTIKN) I0XaIYia.

* Maparnpeital perarémon g nNNOS amé Tn YepPpdvn oTo
KUTTAPOTTAQO A KATI TTOU UTTOPET VO CUVEICQEPEI OTNV TTaBoguaioAoyia
™ng DMD.

* Ta maudid pe DMD Trapouciaouv augnuévn ayyeloouoToAr KaTd TV
doxnaon, av@Aoyn ye auTr TTou Traparnpeital og éAAeiyn Tng Nnos
oupTrepaivovTag OTI N €AAEIYn auToU Tou £VEUHOU UTTOPET va ETTIBEIVWOEI
TNV KatdoTaon.

H NMAGO®YZIOAOIIA THX AYZTPO®INHZ

dAeypovi Kal votroinon:
* Katd 1n @don Tng véEKpwaong TTapaTnpeital ueyaAn ocuykEvTpwaon
Aepgokuttdpwy T, CD4 kai CD8..

* H aTTopdikpuvon autwy Twv KUTTAPWY BEATILOVEI TNV TTABOAOYIKN
€IkOva.

Avayévvnon:

* H unxaviopoég Tng avayévvnong MUKWV IVWV AEITOUPYET oTNV PUiKR
SuoTpo@ia aAAG HETG TG KATTOI0 SIAOTNUG BEV UTTOPET VO AVTIPPOTIHOEI
TNV QUEavOPEVN VEKPWOT OTTOTE EXOUUE ATPOPia.

*H avayévvnon TTpayPaToTroiEiTal atmé Ta S0puPopIKA KUTTAPA av Kal
auTn n IKaveTnTa gival peiwpévn otnv DMD.

*Agv yvwpifoupe akOun yiaTi autd Ta KUTTapa Sev avTidpouv
@uaiohoyikd otnv DMD.

H NMAGO®YZIOAOIIA THX AYZTPO®INHZ

Abnormal cell membrane
with increased transient local
membrane disruptions and
inflows of ealcium

Altered calcium channcl activity

& increased inflows of calcium
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MeTtdAAagn yovidiou duaTpopivng
‘EAMeiyn duoTpo@ivng
|
EuaioBnaia Tng puikAg pepBpavng o€ pnxavikd TpaupaTiopd

|

NTOHIVO BlOXNMIKWY BpAEoEWV e KATAANEN TO
HUikd Tpaupatiopd kai didoTracn

|

KUkAol ekUAIoHOU — avaoUvOEoNG MUKWV IVWV

'

KuTTapikég BAavaTog Kal avTikatdoTaon amod
OUVOETIKO Kal AITTwdn 10Td

H ouoxérion d0vaung Kai
TT0000TOU
TPAUMATIOUEVWY UKWV
VWV

X POSITIVE FIBERS

PEAK FORCE (N/emz)

Fig 4. Relationship between peak force fcorrected for muscle cross:
wectional ana) or e and the percentage of positive fibees (Lo, fibers
i s dusnngs) in 1{filled circl 3w {opren i
dinphengm muscle strips subjected 1 in visrs eontmetions, Regression
amalysis peveabed a sigmfivast relatonshep betwoen the two variables for
Thoth eomtrol {dashed line, y = 0090 + 0.2 1; p < .05 and mabx (solidline,y =
0475+ 2.1:p €0.01) nvwsches, However, the shoge of the relstionship differcd,
such that for any given bevel of peak stress, the percentage of fibers with
prealer group. {From Petrol

g
eral 1993

2 =

iz J. Percentage of fibers positive for membrae d;
ars) and mds (hatched bars) mouse skeletal muscle sections. Diaphragm
top graph): ECC, after § maximal contractions with eccentric component;
50, after 5 maximal isometric contractions; 150 rep, after 430 submaximal
sometric contractions; PAS, after § passive lengthenings; REST, after no
timlation or mechanical manipulation. Extensor digitorum longus, EDL
 bottom graph): ECC, afer § maximl contractions with eccentric component;
[REST, after no stimulation or mechanical manipulation. Muscle fibers of
oth the mdx diaphragm (p < 0.01) and EDL {p < 0.001) demonstrated an
hncreased susceptibility to contraction-induced sarcolemmal rupture as
ompared to control mice, confirming that membrane weskness s a general
eature of dystrophin-deficient muscle. However, note thatafter equivalent
ccentric contractions (ECC), the magnitude of muscle fiber membrane
amage was greater in the limb muscle (EDL)than in the diaphragm. Values
fre means  5.E. (foreach muscle and protocel, n=5-6).(From Petrofetal.
9.

-

% posiive fibers

£cC REST

contral
mdx

Li= 150 IS0 rep PAS HEST
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Opiouéva Aedopéva

* Ta maudid pe DMD ptropei va TTapouciddouv QuUOIOAOYIKA pUikA
dUvaun péxpl Ta 3-4.

* H atrwAeia TnG ICOPETPIKAG Kal I00KIVATIKAG dUvaung Trpoxwpd
TTAPAAANAQ PE TNV ATTWAEIA TNG AEITOUPYIKNAG IKAVOTNTAG.

* H ammwAeia dUvapng KaBIoTa TIG aTTOAUTEG TIHEG OXETIKEG évTaang
UWNAGTEPEG OTTS TIG AVTIOTOIXEG UYIWV OTOUWV.

« Mpoooxn oTIG KApdIoAVATIVEUOTIKEG TIPOCAPUOYEG OO0V aPopd
Tov KaBopiopd NG évraong agpodpiag doknaong.

* XaunAn dpopIknA olkovopia dpa TrpoTINAUE TN XPAon
KUKAOEPYOUETPOU ) OPIZOVTIOU EPYOUETPOU VIO TIG DOKIMATTEG
(PUOIKAG KATAOTACNG.

« O1 dokipaaieg gival KaAUTEPA va yivovTal HE GAAG Kal Xwpig
0pBoTIKO EEOTTAIOUO.

Aokiyacieg Aoknong

Mpwt6koAAo Metprioeig Aiakotri) 6Tav >xONa
AepoBio 12-kévaro HKI Appubpieg
TIPWTOKOANO Métpnon mieong | Kardomaon tuAparog ST
RPE ZTnBayxn
AvaoTpo@r| kUpatog Ta
Ymétaon

AN > 250 mmHg
2N > 100 mmHg
Ej;antlhsh

Muikn avtoxn

Wingate

lookivnTiké TeoT

Méon kai avwTepn
10xUg
Méon 10xUg oTig 5
TIPWTES Kal
TeAeuTaieg
OUCTIAoEIG

30" 1 exoUoia SIaKoT

50 ouoTréoelg

Aev yivetal o€
TIPOXWPENKE-
VEG
TIEPITITWOEIG

Aokiyacieg Aoknong

MpwT6KOANO MeTpAoeig AlokoTr 6Tav ZXOAI
Auvaung Fivovral 3
HETPROEIG
Auvopoéperpo loopeTpikr) duvaun MéyioTn duvaun
XEIPOG IGOKIVATIKA roTT oTa 30 & MéyioTn Tipr Aivovral
Extdoeig yovatwy 180 rad/sec KaAutepn ME 2hetrTa
SiaAgipara

Mnxdvnua Bapiv MéyioTn Sovapn 3 KaAUTEPES

TIPOOTIABEIEG

Avw Kkai KaTw

ZTTEIPOMETPIA FVC, FEV,

axpa
EuAuvyioia
Fwviopétpnon EuUpog kivhong 3 TpooTTdbeleg Aotpdyahiog,
yoévaro, 1oxia

Aokiyacieg Aoknong

MpwTtdKOoAO

MeTpAoeig

ZxOAIa

Neupopuikr agiloAéynon

Badion - icoppoTria

Mrwon modiol

ATrauTei EKAETITUOPEVO Kal
akpIBo eEoTTAIoNO

6pBia Béon

€K.

AEITOUPYIKN IKAVOTNTA

* BdAe éva T-shirt

* AvaBaan okoAIv

« MepmdTnUa o€ TETPAYWVO
* 2AKWHA o176 UTITI O€

« Mepmdtnua/Tpégipo 50

Xpovog
EmavoAiyeig

Me i} xwpig UTTOOTNPIKTIKG
eCoTTAIONO

FivovTal kai o€ apagidio
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Mpotdoeig yia Tig Aokipaaieg Aoknong

* MmopoUv va xpnaoidotroinBolv KAWOKEG agloAdynang Tng SUvaung aAAd
dev gival evaioBnTeg.

» EAGxioTeg amaitioeig agloAdynong Tng SUvapng TrepIAauBavouy
Xprion SEIVOUOUETPOU XEIPOG Kal SUVAUOUETPO TTOU XEIPICETAI UE TO XEPI.

* To 1I00KIVNTIKG SUVAUOUETPO UTTOPET VA XPNOIYOTTOIEITAI Y1 TIEPIODIKA
agloAéynon (k&Be xpodvo 1) ouxvoTepa avaioya pe To pubud emdeivwong
NG vooou).

« [Mpétmel va yivovTal avaTTVEUOTIKEG HETPAOEIG.

« O1 yeTpACEIg TTPETTEN Va yivovTal TIpIv TNV évapén KAatTolag Bspartreiag.

» O e€oTAIop6G Kal o1 PETPACEIG TTPETTEI VA TIPOCAPHOLOVTal OTIG AVAYKES
Tou aoBevoug.

* H owpaTiki ouoTtaon Tpéel va eAEyxeTal Ue Tn péBodo Tng
BionAekTpIKAG aywyipotnTag, DEXA ) Tn uéBodo exTdTmiong aépa.

Mpotdoeig yia 1o Mpdypappa Acknong

* OETOUpE BPAXUTTPOBETOUG ATONIKOUG OTOXOUG.
* ZTEVH TTapakoAoUBnon Tou TTPOYPAUHATOS Yia ao@AAEIa Kal dlatnpnoIudTnTa.
« Mo To TPdypapPa AoKNONG AVTIOTACEWV:

- gexivnua pe 25% 1ME, > 10 emavaAfjyeig

- ZTadiakn algnon Tng évraong (Wéoa o€ KATToIEG EBSOPASEG/UNVES

- péxpl 75% 1ME, 3 oet/10 emav.

- Mpooéxoupe yia JUaAYieg Kal KPAUTTEG

- Otav éxoupe peydAn atmwAeia dUvaung Ta Bapn eival dxpnoTa Kal
Sivoupe éugaon aTo £0pog Kivnang kail TRV TPAANYN Tng
OTIOOTIKOTNTAG

« O1 aOKACEIG VA £XOUV TTaIYVILWDN Hopen.
« Kabnpepivri exTéAeon diatdoewy.
* AOKNOn PE CUVAOKOUMEVO

* KaravaAwon uypwyv Kai GTToQpuyr| akpaiwv TTEPIBAANOVTIKWY GUVONKWY.

O1 Z16)01 TOU Mpoypduuatog Acknong

* MpdAnyn oTraoTIKOTNTAG (SIATAOEIG)

» Meiwan Tou pubpou amwAelag SUvapng Kai PUikAg avTioxng
« AlaTApNON TNG KapdIoavaTIVEUOTIKAG UYEIag

» Meiwaon NG oucowpeuong AiTroug

* Mpiv amd pia emépBaon

*Ta KOPTIKOOTEPOEISH TTPOKAAOUV augnon Tng SUvaung Katd 4-6% kai
KaBUOTEPOUV TOV EKQUAITHO TOU PUTKOU 10TOU OAAG JEILVOUV TNV OOTIKH
Hada, augdvouv To AiTTOg, TNV IVOOUAIVOQVTIOTAON, TOV KATAPPAKTN KAl TNV
Trieon.

H Emidpaon tng Mpotévnong

» Aev uTTépxOUV €VOEILEIG OTI N AOKNON AVTIOTACEWY TTPOKAAET
ueyaAUTePn atrwAeia SUvaung.

« Maparnpouvtal ATTIEG BEATIWOEIG GTN dUvan Kal aTTddoon o€
KaBNUEPIVEG SPAOTNPIOTNTEG PE TIPOYPANUA OVTIOTACEWY ATTIAG
évraong kai diatdoewv (3 opég/eRdopada) .

* MeyaAuTtepeg BeATILOOEIG TTAPATNPOUVTaI O PUEG PE ATTIO
e€aoBévnon.
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Mpdypappa Aoknong

Méoo doknong 216X0! EmBdpuvon
AepdBia doknon « Alatipnon agpopiag * 4-6 pépeg/eBdoudada
« ModnAato IKavoTnTag * 50-80% uTroAeIpOTIEVNG
« Mepmamua (S1GSpopog) | * Meiwon Kapdiakfg ouxvoTnTag
+ EAeimTikG TPOBIABECIKGY * Méxpl kéTIwang (oT6X0g:
- KwAariks TapayovTwy > 20 AeTITd@V)
* XeIPOEPYOUETPO
Muikn evduvdpwon
« Alardoeig « AUgnon eupoug « Kabnuepiva

Kivnong
« MpdAnyn
OTIAOTIKOTNTOG

« Aidpkeia 20" /diataon

AeiToupyikn IKavéTnTa

* E€e1dIkeupéveg KIVOEIG
(11.X. TTpOWeNnon
apagidiou)

« Ailatpnon | BeAtiwon
ammddoang KaBnuePIVWV
SpacTNPIOTATWY

* Kabnuepiva

Eidikég MpopuAdgeig
« Mpétrel va yvwpi¢oupe Tov TUTTO duaTPOPiag
* Na evepyoTroigital To Juokdpdio
« Zg uTroyia Kapdlakwy TTpoRANpaTwy ouviotdral HKI A utrépnyo
« KaAAigpyoUpe TO KivnTpo yia doknon
« EAéyxoupe TNV ooTIKA pada
* ‘EAeyX0G yIa KaTapPAaKTn

* 2 TTEPITITWON TTOXUCOPKIAG XPNOIUOTTIOIOUE AOKNATEIG TTOU deV
TrepIAapBavouy petagopd Tou cwuatikol Bapoug

« MpoooxA yIa VEPPIKA AVETTEPKEI KAl UTTEPBEPIa

« Av Traparnpeital atréToun amwAeia SUvaung eAéyxoupe Tnv CK kai
TTpocapuéloupe TNV éviaon TnNg AoKNong.

« MNpooéxoupe To XpWHa Twv oUpwV Kal SIOKOTITOUNE av gival okoupa.

MeAAovTikég MBavég Oeparreieg

1. Tovidiakr| Bepateia pe 1o dystrophin mini gene.

2. lovidlakr BepaTreia Pe TNV oUTPOWPIvN.
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