ATAI'NQXTIKH ITPOXEITIXH
2TIX MYOITIAOEIEX

Kovotavrtivog I [TamaoomovAoc
Nevpordyog
MvonaBoioyikd Epyactiplo
A’ Nevp/kny KAvucen Tov/piov Adnvav, Atryvhteto Nocokouegio



20YKPOLGT] CLUPEPOVTMV

Ovoua opAntm: Kovetavrtivog I IomaoomovAog

* Aev LOPYEL KOULO GUYKPOLGT] CUUPEPOVTIOV

gykvukAlo¢ tov EOD (Ap. Ilpwt. 47558/04.07.2012)



MvomaBeiec: mpOTOTOOEIS TAONGELS TOV PVOV

Dorsal root
ganglion

N

Ventral root




TaSivounon pvornadsrmv

Kinpovouirxég

* Mvikéc Avotpo@ieg

* Yvyyeveic poomdoeleg

* Mvotovikd voonjpata, kKot AtovAlomddeteg

* MetafoAlkéc pvomdOele Kol TOYOVOPLomaeileg

Eniktytreg

* DAegypovmdelg poomddeteg

* dapuokoemaryouevec Kol ToEIKEC LVOTAOEIEC

* Evookpivikeg poomdfeteg

e Mvordfeto TG Lovadag

* Mvordfelo 610 TAOIGLO GLOTNUATIKAOV VOCT|LATOV



Awayvootikn Ilpocéyyion MvoraOei@v

* KAnpovouiko avouvnoetiko

* JUUTTOUOTO - KAIVIKN EKOVOL
* Epyaotnplaxkog ereyyog

* Nevpo@uG10A0YIKOC EAEYYOC
* ATTEIKOVIGTIKOG EAEYYOG

* ['eveTikOg €Aeyy0g

* Blioyia poog



Awayvootikn Ilpocéyyion MvoraOei@v

* Kinpovouiko avouvnetiko
* JUUTTOUOTO - KAIVIKN EKOVOL
* Epyaotnplaxkog ereyyog

* Nevpo@uG10A0YIKOC EAEYYOC
* ATTEIKOVIGTIKOG EAEYYOG

* ['eveTikOg €Aeyy0g

* Blioyia poog



Kinpovouiko avouvnotiko

Dviocvvoety Kiypovouikn ustofiffaocn

AvetpopvondOetec (Duchenne/Becker)
Mvikn Avetpogioa Emery-Dreifuss

Murtoyovoprakéc pvomadereg

Avtocwuikd emikpatyTiky KAYpPovouiky uetofifoon

Mvortovikr Avotpoia (tdHmov 1 ko 2)

[1QB (rpocwmo-wpo-Ppayidoviog poikn dvotpopia)
OpBaipogapuyykn poikn dvetpoeio

Zoviaieg potkég ovotpopiec (LGMDI...)
Yvyyevig pootovia Thomsen

[Teprodikég maparvcelg

Kémotec popeéc cvyyevov poonadeimv

Murtoyovoprokéc pvomadereg

Avtocwuika vrolsimousvy kAgpovouikny ustafifoon
*  Zovwiec poikég dvotpoeieg (LGMD?2...)
*  Xvyyevig pvotovia Becker

*  MeraPorikég poomdbelec (YALKOYOVIAGELS, O1OTOPOYES LETABOMGLOD
MTopodv 0EEMV)

*  Mutoyovoprokég poomdfsieg

Muyzpixy kiypovouikn ustofiffoon

*  Muroyovoprokég poomdadeieg mov opeiloviat 6 petaArdEelg Tov
mMtDNA




Awayvootikn Ilpocsyyion MvoraOgioyv

* KAnpovouiko avouvnoetiko

* LUURTOUOTO - KAVIKT] EIKOVa
* Epyaotnplaxkog ereyyog

* Nevpo@uG10A0YIKOC EAEYYOC

* ATTEIKOVIGTIKOG EAEYYOG

* ['eveTikOg €Aeyy0g

* Blioyia poog



Xountopoto — KAvikn gikovo,

> Mvikn advvauio

sAwatapoyéc tpogikotTntoc (atpogio / (Wevdo)-vmepTpogia,)
s Mvalyieg

S 2VYKAUWYEIS

s Mvotoviko parvouevo

s EvK0AnN KO(WON KAl EALELYN OVTOYHGS GTHY ACKNON

» Pafidouvolven/uvocpaipivovpio

D ALLEC COOCTNUOATIKES EKONAMDGELS



Mvuikn aovvapio
2 AELTOVPYIKY EKTTTMOT) ATOTOKOG TNE advvapiag....?
A&loAoynon:
A. Katavoung (KEVIpoUEAIKN, TEPUPEPIKT] KAT)
B. ’Evapénc (o&eia, vmoeia, xpovia)

I'. EEEMENnc, mopeiag (otabepn), TpOOOEVTIKY, OYETICOUEVT LUE AGKN O, ETEIGOOLNKT))
A. Bapomrtag (MRCS)



MUK 0.0VVOULO: TUTOL KOTOVOUTS
Tomog 1 Kevipouehkn), Coviaia katavoun (Likpov Baduod GUUUETOYN TEPLPEPIKAOV LLMDV)
Tomog 2 Tleprpepikdv LoV TV dve 1| Kdto dxpov, tpocsbiov 1) omicbiov dapepicpatod.
Tomog 3 Kevipouehk@v Homv 1oV Ave dKpmv, TEPLPEPTKMOV LUOV TV KATO AKPOV: «QQUOTEPOVIOLN, KOTOVOUT
Tomog 4 Ileprpepikadv pu®V Ave AKPOV, KEVIPOUEAIKOV KAT® AKp®V
Tomog 5 Iltwon Prepapwv £ o@BaipomAnyic. ZOUUETOYN VOV TOV GKP®V?

Tomog 6 Advvapio eXTEWVOVTIOV KEPAANG



Tomog 1

Tomog 2

Tomog 3

Tomoc 4

Tomog 5

Tomog 6

Mvik1 aovvopio: TOTOL KATUVOUNS

Kevtpouehikn, (oviaia katovoun).
(Lkpo¥ BadLoV GLUUETOYN TEPLPEPIKMDV LVOV)

Ieprgepicav powyv tav ave N kéto axpov,
wpociov 1 omacbiov dapepiopartod.

Kavrpo HEMKOV LUV TOV Gve dkpav,
EPLPEPIKMV HVMV TOV KATO GKPOV.
LLOTLEPOVIQ KATOVOUT»

Ieppepikdv poav Gve AKkpwv, KEVIPOREMKOV
KATO AKp®V

ITtoon BAepapwv + opBaipominyia. Zvpuetom
LLAOV TOV AKPpOV?

Advvapio EKTEVOVIOV KEPUANG



Tomog 1

Tomog 2

Tomog 3

Tomog 4

Tomog 5

Tomog 6

Mvikn aovvapio: TOTOL KOTOVOUNG

Kevtpopehikn, (oviaio katavour).
(LkpoV BaBLOV GUUUETOYN TEPLPEPIKMDV HVLOV)

Ieprpepikayv pomv tov ave N kato dxpwv, Tpociov
1N omicOiov dapepiopotoc.

Kevipopelk®v poav tov ave akpov, TEPLPEPIKOV
LAV TOV KATO AKPOV. «CQQUOTEPOVIOLIN KOTUVOU

[Ieprpepik@v poav ave AKpV, KEVIPOUEAMKAOV KAT®
AKp@OV

ITtoon Brepdpav = opOaiponinyio. Zoppetoxm
LAV TOV AKPp®V?

Advvapio EKTEVOVIOV KEQUANG



Mvikn aovvopia: TOTOL KATOVOUNS

Tomog 1 Kevrpopehikn, {oviaia katavoun.
(LikpoV Babpod GLUUETOYT TEPLPEPIKADOV LVMV)

Tomog 2 Hspléorspmd)v HLOV TV Gve 1| Kate axpov, Tpoctiov 1)
omotiov drapepioparoc.

Tomog 3 KevipopeMkov po@v Tov Gve GKpmv, TEPLPEPIKMY HUMOV
TOV KATO AKpoV. «QQUOTEPOVIOIN KOTOVOU

Tomoc 4 Ileprpepik@v POV Ave GKPOV, KEVIPOUEMKOV KATO®
AKpOV

Tomog 5 Hrd)cm)ﬁks;(pdpcov + o@OoApomAnyic. ZOUUETOY) LAV TOV
AKp@V

Tomog 6 Advvapio eKTEWVOVIOV KEQAUANG



Mvik1) aovvopio: TOTOL KOTAVOUNGS

Tomog 1 Kevrpopehikn, (oviaia katavoun.
(Lkpo¥ BaBLOV CLUUETOY TEPLPEPIKMOV HVOV)

Tomog 2 Ileprpepikdv poev tov ave 1\ Kate dkpov, Tpocbiov 1
omofiov dapepioparoc.

Tomog3 KevipopeMk®dv puoav tov Gve aKpev, TEPLPEPIKAOV HUMV
TOV KATO GKpoV. «QQUOTEPOVIOIN KOTOVOU

Tomog 4  Ileprpepik®v po®dV Ave AKPOV, KEVIPOUEMKOV KOT®
dKpwv

Tomoc 5 [ltmon Bkeéodp(ov + o@OaApomAnyic. ZoppeToyn poov
TOV AKPOV

Tomog 6 Aduvvapio eKTEWVOVIOV KEQAANG



Tomog 1

Tomog 2

Tomoc 3

Tomoc 4

Tomog 5

Tomog 6

Muvikn aovvapio: TOTOL KOTOVOUNG

Kevtpopehikn, (oviaio katavour).

(LikpoV Babpod GLUUETOYT TEPLPEPIKAOV LVDV)

Ieprpepikov poov tov ve 1 kit dkpov, Tpocdiov 1
omofiov dwapepiopatoc.

KevipopeMkdv podv tov Gve GKpov, TEPLPEPIKAOV PGV
TOV KATO dkpov. «QuoTeEpOoVIaio KOTOVOU

Ieppepik@v PV Gve AKp®V, KEVIPOUEAIKOV KAT® GKp®V

[Ttoon Prepdpwv £ o@BaAponAnyio. XOUUETOYN LLOV TOV
dxpwv?

Aduvapio EKTEIVOVIOV KEQAANG




Tomog 1

Tomog 2

Tomog 3

Tomog 4

Tomog 5

Tomog 6

Mvik1) aovvopio: TOTOL KOTAVOUGS

Kevtpopehkn), Coviaio katovop).

(LikpoV Babdpod GLUUETOYT TEPLPEPIKAOV HVDV)

[Meprpepik@v poov TOV Gve 1 Kate akpov, Tpocdiov 1 omcbiov

OLLUEPICUATOC.

KevipopeMkdv poov tov avo Grpav, TEPLPEPIKAV LAV TaV
KATO AKpOV. «CQQUOTEPOVIOIN KOTUVOU

ITeprpepik@v po®Vv Gve AKPp®V, KEVIPOLEAKOV KAT® AKP®V

[Ttoon BAepdpwv = o@OaipomAnyic. ZOUUETOY] VOV TOV
aKpwv?

Aduvopia EKTEWVOVIOV KEPAANG



Mvikn aovvapia: Tpomog Evaping / eCEMENG

Q O&eio
v’ pafdopvdrvon
v pAEYUOVDOELG
O Yro&eio
v pAEYHOVDDELG
v EVOOKPIVIKEC
v TOEIKEC, POPUOKEVTIKEG

0 Xpovia eEehicoopevn
v’ LDiKEG dVoTPOPiEg
v’ uetoforkéc poomddeteg

v’ ouyyeveic pvomddeteg
v vekpoTIKEG pvomdbeiec (omavia)

0 XtaBepi
v’ ouyyeveic pvomdOeteg

O Xyetilopevn pe v doknon
v’ uetofolkéc pvondOeteg

0 Encicooioxn
v’ Sawlomddeieg



A&rohoynon Bapvtnroc (MRCS)

: OY1 LWOiKT) GUGTIOGT

. LWOTKN CVGTOGT), YOPIS LETAKIVIIOT TOV HEAOVC

. LeTakivnom Tov HELOLE, OEV VTTEPVIKA TN PapvTnTa
: vITEPVIKA TN PapdTNnTO

L VITEPVIKA PapOTNTO KO OVTIGTOO

. PLGLOAOYIKT] HLLTKN 16KV



ALOTUPAYES TPOPIKOTNTOS

<

atpooio

aAnOng Unsprocpia

H atpoeia eivar avdioyng Katavopung Le TNV adLVOUid, dAAL OYL KOT’ avayKn avaroyng
Bapotnrog (avtibeta pe T vevpoyeveic PAAPeg 6mov mapatnpeiton cuviBwg avdiloyov Baduov

advvapio Kot atpoia).
XopoKTnpilatiko mopaoELyUo, ODOOVOLOYIOS OODVOUIOS/OTPOPIOC: APYIKG. TTOOLO. PAEYUOVDOWMV

uvoraleimv
YEVOO-LTEPTPOPIO

Kdabe atpopio pvodc 0€ onuoivel, KOt ovAayKnv VEVPOUVTKO VOGO



MuvoAyleg
* GLYVO OALG U1 E101KO COLUTTTO U

* TOVOG (evtomion)
*  £0TIOKOC, EVTOTILOUEVOC GE KATOLOV L 1] OUAON LAV
*  TpOVUA
*  dmOntikég e€epyacieg (OyKol, GOPKOEId®OT)

o ayyelakég 0/xec (aptnprokn amdepaln, erefobpoupwon)
*  EVIOMIGUEVES PBAKTNPLOKES 1) TOPACITIKEG AOUMEELG

*  10&IKEC N POPLOKEVTIKEG HVOTAOELES (T OTATIVEG)

e J1dYVTOC KOl YEVIKEVUEVOG
*  10Yeveic AOMMEELG
* onabeig pAeypovaddelg poomadeteg (Told- kot deppatopvoacitidn) cvvinbwng pe ofeia Evapén
*  T0&IKEG N POPUOKEVTIKEG pvoTtdbeteg (y oTaTiveg)

*  OPIOUEVEC LOPOES LETOPOMKDV (8/¢EG YAVKOAVONG, LITOXOVOPLOKES O/YEC, AVETAPKELN AOEVLAMKTG dEAUIVAONG) 1] EVOOKPIVIKOV Hoomafeldv (VToBupeogldkn
Hvomadeln)

* JTIC TEPLOTOTEPES OTTO TIC OVWTEPW KOTOOTAOELS TUVOTTAPYEL QOVVOLUILO. 2TH PEVUATIKY TOADUDGAYIO KO
IVOUDOAAYIO, O TOVOG O GDVOOEDETAL GO OLOVVOULO,

* TOVOC (GLOYETION UE OPACTNPLOTNTA)
* KOTA TNV avamovon (Ty. EAEYLOVAOOELS LVOTTAOELES)
* Katd Vv doknon (cuvnbmg oTig LeTaPOMKES HLOTAOELEC)

2uvnléorepn aitia aAyouc: AiaAsgitrouoca ywAornra



LVYKOUWYELS

* amotéAEGO Bpdyvvong TV LoV A0Y® tveong

* AVOOLVEC

e onmdvia ATOTELOVV TPMOIUN EKONAWMOCT), OTTMC:
» Emery—Dreifuss dystrophy

Bethlem myopathy

LGMDI1B (AautvomdOeia)

LGMD2A (koAmaivoraOeia)

GUVOPOLO TNG OVGKAUTTNG PAYNG




MUvOTOVIKO QUIVOUEVO

[Tapdraomn g anocvomaong (YAAaoNS) TOL HLOC LETA TN LVIKN GVGTOON
[IpokaAeiton amd EXAVIAOPPOVOREVES EKTOAMDGELS TNS HEUPPAVIS TNGS MVIKIGS TVES TTOV

HMI pooika yopaktnpiletol amd puOuKéc ekpopTicels aucoUeEIODUEVNC GLYVOTNTOG TOL TAPAYEL

NYO TUTTOL KATAOLOUEVOL PouPapoloTikon

Emwevavetal pe to Kpvo Kot BEATIOVETOL LE TNV ETAVAANYN TG Kivnong (eEaipeom: mapaooin

HvoToVia.)




EvkKoAN KOTT®OoN Kol EAAEWYT avTOoYNS 6TV ACKN o
e 2vyva ot aoBeveig ypNOILOTOI0VV TOV OPO KOTTMGT] Y1 VOL TEPLYPAYOVV TH LLIKT] 0lOVVALLO,
aAAG KOl OVTIGTPOQA.

e To aicOnua kO6TWONC anotelel GOUTTO U TOAVTTOPOYOVTIKO.

e Av ka1 kdmoleg poonabeieg GuvodevovTot amd aicONuUe E0KOANC KOT®MGONS (LLITOXOVOPIOKES
O/YEC, OPIOUEVEC LETAPOMKEC LLOTTAOELEC KO 1] LDOTOVIKT] OVGTPOPIaL), GYEOOV TOTE M
KOT®GT 0EV OTOTEAEL TO LOVOOIKO GOURTOUO KATOL0G Lvondheiac.

e 2uyva Opm¢ acbevelc ue poomadeta aisBavovtor EDKOAOTEPN KOTMGOT EMELON] YPEIALETOL VO,
KataaAlovy peyoldtepn tpoctdieio AOY® TG LIOKEIUEVNC LVTIKNC advvauiac (Overuse
syndrome).



Papoopvoivon

0%, duvntikd Bavatnedpo cLuVopoLO
[ToAAG aitia, aAld KOV TOHOPUVGIOAOYIKT) GUVIGTOUEVT
* Apeon BAAPN Hoikov KuTTAPOoL 1)/Kol EVEPYELOKT] EVOELN GTO HLIKO KUTTOPO
Kotaotpopn) Tov 6KEAETIKOV HVOG
* AmelevBEpmon 6TV KUKAOQPOPIO EVOOKVTTAPI®MV GTOLYEI®V
* 'Evloua (CK, LDH, o&alo&ikn tpaveautvdon, aAdordon, Looseotpivn)
* HlextpoAvteg (kdAl0, (pmocpépog)

Bopomrta and acvuntopatikn avénon te CPK émg ovvnrukd Bavatneopa eneicoola ue ONA
KOl TOADOPYOVIKT] OVETAPKELDL

Tomikn 3aoa
* Mvaodyia
* Advvapuia
* Mvooceaiptvovpia (00pa ooV «KOKA-KOAO))
2VGTNUOTIKO GUUTTOUOTOL
* Tayvkoapoia, vavtia, mopetds, kakovyio, ONA (10-40%), AEII



Papoopvoivon

* AvEnomn ¢ CPK (dev vdpyetl consensus)
* Anotoun avénon tov emmédwv >10 tov emmédwmv npepiog
* Evtog 2-12h e pikng PAAPNg (max evtog 24-72h)
* IIpoodevtikn peimon evrog 3-5d
* Mvoceaiptvovpia
* Mvoc@aipivn: TpoTeiv TOL TEPLEYEL O, anelevBepwveTal mapdiinia ue CK and
L
* KaBaipeton taxémg and veppd

* Opatn ota ovpa 6tav N wocsotnta (100-300mg/dl)-aviyvevetar oto stick amd 0,5-
1mg/dl

* T 2-3h (o wmodg g CK)
e AOY® TG YPNYOPNC OAMEKKPIONC KOl TOV UETAPOAIGLOV GE YoAepLOpPivN Ta emineda
PVG1O0A0YIKA 6€ 6-8h

e Mdvo oto 50%
 HAIIOYXIA THX AEN AITOKAEIEI TH AIAI'NQXH



Papoopvoivon

[ToAV évtovn Goknon o€ LYIELC
KAnpovouikéc poomddeieg
*  MetaPolkég
« Tlkoyovidoelg (my McArdle)
o A/yec petapolopod Mmdiov ( )
*  AVGTPOPIKEG
* Avotpogivontddeiec (Duchenne/Becker)
Eniktnrtec poomdereg

o CDAeypovmdelc uvm@(lMNM)

*  AoWmOELS

» Joyeveig
*  Bakmmplakég
Ioyouio kot Tpadua
« Status epilepticus

TJA A [l
* HAERTpOTATICIO

dapuoka Kot ToEIKES ovoieg
*  AAxoOA
*  Omoen
KlogBpatn

. An!nﬂ'] p1o P1O100

*  Boakmpuakég to&iveg
*  Movoégioro Tov avOpaxa,
Al
»  Koaxonbfeg vevponmtikd chHvopouo
*  Koaxonng vrepOBeppio
*  Boaptég petaforikéc 6/yeg
» TTvpetdg kot Epepayuo pookapodiov
« 9




AALES GUOTNUATIKES EKONAMGELS

YUUUETOYN OVOTTVEVGTIKOV LDV
o Ilpowa og opropéveg poomadeieg (m.y. vocsog Pompe),
OPIGUEVEC PAEYLOVMOELS LVOTTAOELEC

Early onset posterior
subscapular cataract in
a series of myotonic
dystrophy type 2
patients

(2]
=
=
(2]
>
r
w
-
g
-

Kaoapdiohoyun| cuppetoyn

e 2uYVN KO AmOTEAEL LY VA alTIO VOOT|POTNTOC KOl BvnTOTNTOC
Youpetoyn KNX

*  Mutoyovopilaxka vooruata, DM1/2, DMD, cvyyeveic poomdbdeieg, cuyyveic Loikéc SuoTtpopisc. ..
O@OaALOAOYIKEC EKONADCELS

e O@Barpomapeon, PAEQPAPOTTOOT], LEAAYYPOCTIKT AUPPANGTPOEOOTAOELN, TTPMLOG
KOTOPPAKTNG

Evookpivoroyikéc ATXEg
o Yuyvd umopel va mpokarésovy pvomdadeia (vo-, vrep-Bupeoedicude, cvuvopouo, Cushing,
vococ Addison, vrep-, VTo-ToPaOVPEOEISIGUOC, OKPOUEYOALN, VTOPVCIOKT VETAPKELD,
TPOTOTOONG VITEPUAIOGTEPOVIGUOS, PULOYPDLUOKVTIMLUO)

AepuoTOLOYIKEG EKONAMGELC:






Awayvootikn Ilpocéyyion MvoraOei@v

* KAnpovouiko avouvnoetiko

* JUUTTOUOTO - KAIVIKN EKOVOL
* Epyootnplokog £Aeyyog

* Nevpo@uG10A0YIKOC EAEYYOC
* ATTEIKOVIGTIKOG EAEYYOG

* ['eveTikOg €Aeyy0g

* Blioyia poog



Epyootnplokog EAeyy0g

o Mvikd Evloua.:
» Kpeativn kivaon (CK)
* ["alaxtikn apudpoyovion (LDH)
= AMOoAdon, Tpavoauvdoceg

o I'oAaktikd 0ED
o HhextpoAvtec
0 OVPEOEIOIKOC EAEYYOC

o Baowéc Proymuukéc e€etaoelg

O AUOTOAOYIKEC ECETAGELG



Kpeativn kivdon (CK)
l

Creatine +ATP —— Creatine phosphate +ADP

» [lolvmemtioikéc vwo-uovaoes: M ko B
» looévivua. CK-MM, CK-MB, CK-BB

CK-MM CK-MB  CK-BB

» LKEAETIKOC VG 90-95%  5-10% -
» Mvoxkapoio 70-80%  20-30% -
» Aeiog uvixog 10tog - - 95-100%

» Kevipiko Nevpixo Lootnuo. - - 95-100%



oAU uwnAa emireda CK

!

-
—
>
»
-
>

YwnAa emitreda CK

XaunAa smitreda CK

Aouurrtwuarikn avénon CK

v

> Oécia pafdopudéAuan
> MuikéC QUOTPOYIES:

* OUaTPOPIVOTTGBEIES

* OUaPEPAIVOTTGOEIES

* oapKoyAUKavoTrTaOeIeS
> DAeyUOvWOEIC LUOTTABEIEC
> MeraBoAik OITAOEIEC

UPEOEIOIOUOC
*YmomapaBupeogidiguoc

< YrmokaAiaipia

<> v aipuaxoysveig LUOTTGOEIEC
> Muiko TIgUOC
>®Neupoyeveic BAGBe

o Meiwuevn uuikn uala

*» KOpTIKOOTEPOEIDN

s AnTwAgia puoaoivng
 YrepBupeoeidiouog

» PopEag LUIKNRS duaTpoiac
ss[lpoo-ocuutrrwuarikn Luikn duoTpoia

B I'Ii 001G40e0n KakorRBouc utrepOepuiac




Awayvootikn Ilpocéyyion MvoraOei@v

* KAnpovouiko avouvnoetiko

* JUUTTOUOTO - KAIVIKN EKOVOL
* Epyaotnplaxkog ereyyog

* Nevpo@uoloAOYIKOS EAEYYOS
* ATTEIKOVIGTIKOG EAEYYOG

* ['eveTikOg €Aeyy0g

* Blioyia poog



NgVPoOPUVGLOALOYIKOS EAEYYOG

Normal
>MUAP A
¢ | obpkel m
* | dyog
* TOALPUGIKOTNTO, Myopathy
* TPOIUN ETICTPATECUN _W

»2e oplopévec poondbeteg to HMIN umopet va eivot guciodoyiko,
OTOG:
v  Atpo@ia tv@v TOTOL 2 (6TEPOELDN, TOPATETOUEVT aYpNoio)
v g OPIOUEVEG TEPITTMOELS TOYOVIPLOKDOV LLOTOOELDV
v X& 0pIGUEVEC GLYYEVEIC HVOTTAOELES
v Xe opropéveg petafolkéc pvomddeieg (y avendpkeio CPTII)



a ~ 0D PE

NgvPoPLVGLOALOYIKOG EAEYYOG

(nvomadeLeg TOV GUVOOEVOVTAL 0TO aVTORATY) dpaocTnPLoTnTe 6T0 HMI)

[QromaBeic pAeypovamoelg poomdfEieg

To&ucég poomo TOTIVEG, KOAYIKIVN, YA®POKIVY, outodapovn KAT)

Mvikég Avotpopiec (101m¢ 01 TEPIPEPTKEC LVTKEC OVGTPOPIEC KO O1 LVOTVIOLOKES HLOTAOELES
2uyyevelg poomdleleg (OpIoUEVES LOPPEQ)

MvondaBeleg mov mpokaiovvtol and opiouEévoug Aoumdels tapdyovtec (HIV, HTLV, tpiyyivoon,
TOEOTAAGUMGCT)
MetaBolikég poomdBeteg (OplopEVES LOPPES)

GDSII (Pompe)

GDSIII (averdpketo eviOHov 0modiakAdomong)

GDSIV (averdpkeia evidpov dtaxAdomong)

A/yeg petafoMo ol Tov Amidiov

Mvotovikd vooTjiato,
Mvotovikn ovotpogia 1 kot 2
2VYYEVEIS LVOTOVIEC, GLYYEVIS TOPOALLOTOVIN, LDOTOVIO TTOV EMOEIVMOVETOL LE KAALO
Y mepKAAOLUKY] TEPLOOIKT] TTOPAALGT)
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ATEIKOVIOTIKOC EAEYY0G

» MRI pvav
* T1: Mmwong ombnon kot atpopio
« STIR/T2 fat suppression: oidnuo

> ZouPdaiiet
O oTNnV avadEEN NG EVTOTIONG Kol TNS PapdTnTog Luikng tpocBoing
O OTNV ETAOYT TOL HVLOG Yo Broyio,
O otV mapokoAoVONGT ™G aviandkpiong ot Bepameio TOV PAEYLOVOODV LVOTOOEIDV
o o1 01dyvoon (eKAEKTIKN TPOGBOAN LVTKGOV OUAd®V)

Muscle MRI T1 Quantification

. No fatty infiltration

. <30% fatty infiltration
. 30-60% fatty infiltration
: >60% fatty infiltration
. Completely infiltrated

T1 sequences. a thigh slice quantified using the Mercuri scale modified by Fischer Acta Myologica ¢ 2015; XXXIV: p. 95-108



ATEIKOVIOTIKOC EAEYYOG

LGMD2L
(ANO5)

(A): DM, (B): DM, (C): ASyS, (D): IMNM

FSHD
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Buoytia pvog oty eroyn tov NGS

» Epunveio dedouévov yevetikov eréyyov (VUS...))

» EQapuroyn doayvooTikdv teyvikdv oto po (uedétn mRNA)
» Llepropiopodc vroyneimv yovidiov

» Mitoyovoplokéc poomdoeteg

> Ymoyio pAEYLOVMDIOUE LLOTAOELNG



H Broyio pvog 6t OAEYHOVMOELS
HVOTAOELES
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AEPUATORVOGITIS

:




AEPUOTORVOGITLON: LGTOAOYLO. PAGEL TOV

CVTOUVTICOUOTOS

AlIDM Anti-TIF1-y Anti-Mi-2 Anti-MDA5 Anti-NXP-2 Anti-SAE Seronegative
Histologic features of interest (n = 256) (n=87) (n =40) (n=29) (n=283) (n=10) (n=7)
Perifascicular atrophy 127 (49.6) 49 (56.3) 276754 [ 70417 ]| 33398 77000 4(7.1)
Perifascicular necrosis 28(109) 364" [ 21257 o 224" 0 2(28.6)
Decreased COX activity in perifascicular area 118 (46.3)° 47 (54.7)° 21 (52.5) 5(17.2)% 37 (44.6) 4 (40.0) 4(57.1)
Perivascular inflammatory cell infiltration 113 (44.1) 41 (47.1) 18 (45.0) 4(13.8)% 42 (50.6) 2 (20.0) 6 (85.7)%*
Vasculitis 39 (15.2) 10(11.5) 10 (25.0) 0 15 (18.1) 0 4 (57.1)%
CD8 infiltration in non-necrotic fiber 5(2.0)° 2 (2.3) 3 (7.7)"% 0 0 0 0
ACP/CD68 infiltration in non-necrotic fiber 14 (5.5) 4(4.6) 8 (20.0)%* 0 1(1.2)* 0 1(14.3)
CD20 aggregation 39(15.3)°  10(11.5) 11(28.2)"%* 1(3.5) 13 (15.7) 1(10.0) 3(429)
Microinfarction 38 (14.8) 11 (12.6) 0 3(10.3) 22(265)%  2(2000 O
Microinfarction, adult patients 23(12.2) 10(13.9) 0 1(4.8) 2 (20.0) 0
Microinfarction, juvenile patients 15 (22.4) 1(6.7) 0 2(25.0) 12 (34.3)% 0 0
Central necrotic-peripheral regenerating 63 (24.6) 21 (24.1) 18 (45.0)%* 3(10.3) 18 (21.7) 2 (20.0) 1(14.3)
fibers
Vacuolated, punched-out fiber 113 (44.5)° | 55 (64.7)%™ 3 (7.5 6(20.7)%" 40 (48.2) 7 (70.0) 2 (28.6)
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Purpose of review

Inflammatory myopathy (IIM) classification criteria have been the source of considerable
debate. In the three decades since Bohan and Peter published their criteria which have
long stood as the gold standard for diagnosis in clinical practice as well as inclusion
into clinical trials, more sophisticated understanding of immunopathogenesis, histology,
and specific autoantibody associations has broadened our understanding of these
diseases. This editorial review examines the diverse approaches between different
subspecialists in deriving appropriate IIM classification utilizing this updated knowledge.

still, on some level, working side by side but not inte-
grating our talents? It sull appears that rheumatologists
and neurologists do not have an acuve dialogue often
enough. Broadly speaking, neurologists with neuro-

muscular expertse are specialized 1in diagnosis utlizing

electromvography and muscle biopsy interpretation.

Rheumatologists, on the contrary, are typically trained
in making a clinical diagnosis, understanding the role of
autoantibody association, and appreciatung the direcred
approach to utilizing a broad array of immunosuppressive

therapies. The fact that both types of specialists care for
myositis patients, however, begs for further integrative
care and a deeper understanding of each other’s know-
ledge with regard to the emerging nuances within a
phenotype in patients with these rare discases. Such a
meeting of the minds would be well served by a common

| D T R

Conclusion

In the era of large consensus groups, the development of
comprehensive classification criteria that reflects our
enhanced knowledge of these diseases over the past three
decades 15 a reality. We need to step out of our historical
comfort zones and work side by side. Rheumatologists and
neurologists have been secing the same patients, noting
the same symptoms, and coming to diagnoses that are
inconsistent. Qur various tools and training resultin differ-
ent nomenclature. In my personal experience, effective
communication and synergy between subspecialists have
allowed us to use all the tools in the two specialties’” bags,

enabling us to come to a consistent conclusion. In practce,
clinical observations and understanding of differential
responses to therapy should be predicated on meticulous
phenotyping of patients correctly from the onset — with
updatnginreal time as new relevant discoveries are made.
Only then will we all reside on the same planet.
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