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ANTI-MUSK ©ETIKH O®O©OAAMIKH MYAZOENEIA -
ANAO®OPA MEPIZTATIKOY KAI ANAZKOINHZH
THZ BIBAIOTPAOIAX

MAwpapitns 1., Zwtnpiou K., Kiauidn A., Bwuaibns ©.
Neuporoyikn KAvikn, ['N.A. Kopyiaiéveio-Mnevdkeio, EAAnvikds EpuBpds Staupds

MNepiAnyn

Avagépoupe pia nepintwon o@Banpikhs puacBévelas pe Beukd anti-Musk avuowpata. Mpodkertal yia
gia veaph yuvaika 28 ety nou epgpaviCe diafsinouca dinAwnia kal Ania BAepapdntwon xwpis dAna yevi-
Keupéva ocupntuata and toundxiotov 3 én. H aobevihs napouciaoe onpavukn BeAtiwon petd v évapén
Bepaneias pe npedvidondvn. H Beukn anti-Musk o@Badpikh puacBéveia pe pakpd Sidpkeia éxel ondavia
neplypa@ei. To ocupnépaopd uas eival 6t n opBaduikh puaoBéveia unopei va oxetiCetal Ye tnv napouaia
anti-Musk avuowpdtwy kal npénel va diepeuvdatal o aobeveis nou ekdbnimvouy eEwtepikn opBanponAnyia
Ue apvnukd avuowuata évavu unodoxéwv aketunoxonivns (opoapvnukhn puacBévela).

Né€eis eupetnpiou: OpBanpikh puacBéveia, anti-Musk avuodpata, pakpd didpkeia, npedvidondvn

ANTI-MUSK POSITIVE OCULAR MYASTHENIA -
A CASE REPORT AND REVIEW OF LITERATURE

Plomaritis P, Sotiriou K., Kiamili A., Thomaidis T.
Neurological Clinic, Korgialenio-Benakio, Hellenic Red Cross Hospital

Abstract

In this article we report a case of ocular myasthenia that was positive for anti-muscle-specific tyrosine ki-
nase (MuSK) antibodies. The patient is a 28 year old woman who exhibited intermittent diplopia and slight
bilateral lid ptosis without any generalised symptoms since at least three years. She showed significant im-
provement after receiving treatment with prednisolone. Ocular MG with anti-MuSK antibodies lasting for
a long term has rarely been described. Our conclusion is that ocular MG is a rare presentation of the anti-
Musk antibody syndrome and should be investigated in patients presenting with external opthalmoplegia
and a negative result for anti-acetylcholine receptor (AChR) antibodies.
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Eicaywyn

H puaoBéveia ival yia autodvoon diatapaxni
NS VEUPOMUIKAS clvayns otnv onofa n ouvdeon
aUTOAVUIOWUATWY O NPWTEIVES, MO OUXVA OTOUS
unodoxeis aketufoxodivns, SlakéNTEl T PuUOIO-
Aoyikn veupopuikh petddoon tou epeBiopatos.
To anotéfeopa eival aduvapia nou KUpIapxel o€
OUYKEKPIUEVES PUiKES opddes Kal Kupaivetal avanoya
e 10 BaBud kénwons. O autodvooos PNXAVIOUOS TS
puaoBéveias kabiepwbnke to 1976 (1). Avuowuata
évavu unodoxéwv aketufoxonivns (AchR) aveupioko-
vtal oto 85% twv aoBeviv pe puacbéveia Gravis Kal
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péxpl 50% twv aoBeviv pe oPBanpikh puacbéveia
(2). Zus apxés tou 2000 neplypdpnKe n napouacia
avtuowpdtwy évavu s 18IKAS PJUTKAS TUPOCIVIKAS
Kivéions (Musk) oto 38-70% twv aoBevv Ye pua-
oBéveia dveu avuowpdtwy évavu AchR (opoapvnukh
puaoBéveia) (3-6). H anti-Musk Bgukn puacBéveia
éxel dlapopetkd paivotuno os olykpion pe v AchR
HuaoBévela kar teivel va eival nepioodtepo cofaph
Kal yevikeupévn. H napouoca avapopd nepiypagel
v nepintwon pias acBevous pe anti-Musk Betukn
o@Banuikn puacBéveia pe évap&n tns véoou
touflaxiotov 3 xpdvia npiv.
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MAwpapitns M. kal cuv.

Eikéva 1. Augpoteponieupn aduvapia anaywyns eviovotepn otnv AP Bleppatkn B6éon

MNivakas 1. MepiAnyn nepiotatk@y pe anti-Musk Betukh opBanuikn puacbéveia

Caress, 2005 | Bennett, 2006 | Hanisch, 2006 | Chan,2007 | AiHosaka, | To 816 pas
2012 nepiotatko
HAkia aoBevous 18 21 55 37 33 28
duno M A [ A M r
Titos anti-Musk | 34 435 60/m( BeuKds Beukds 1:13 32,693 pg/mL 106.0 nM 37.0 nM
AVUIOWUATWY
Mupidoouypivn Siakonf ﬂéYw Kn . | xpnolponoBnke | xpnoigonomBnke | anoteAEoPATKN bev .
Napevepyeidv | anoteAeouatkh xpnaigononenke
MpebvitoAdvn Oev ,
(apxikh 560n) 40 mg/day 10 mg/day XONGILONOIABNKE Xpnolgonoinénke 30 mg/day 25 mg/day
AvoookataotaAtiKA bev . bev ) bev éxel xpnolpo-
g , alabelonpivn , tacrolimus o
aywyn xpnaolgonoenke xpnaolgononenke noinBei akdua
OupeKtopn Oev éyive Oev éyive Oev éyive €yIve Oev €yive Oev €éyive

Avagopd nepictatikoU
Mia yuvaika 28 stwv, 6e§1oxeipas, and unvos

eykatéotnoe dinAwnia ye npephola diakupavon Kal
aioBnua Bapous PAepapwy appotepdnisupa. And
10 10TOPIKO avépeps Touddxiotov dAda duo napduola
€neioddIa v nponyoupevn Tpigtia, SIGPKEIas NPEPDV
Ue autépatn Ugeon, nou dev diepeuvhBnkav. And 1o
unoA0INO ATOMIKG AVAPVNOTUKS AVAQEPETAl AUTOPATN
anofonn Kuhpatos npo tIPhvou, katdduon depatiou
yia ouvdpopo Wolff Parkinson White npo tetpaetias. H
avukelgévikn e€étaon anokdduye nnia BAspapdntwon
Kal ndpeon €Ew opBwv appotepdnieupa (eikdva 1).
Aev dianiotwBnke aduvapia tou Npoownou h Napeon
andwv gykeanikmdv ouluyidyv. H puikh 10xUs htav
pualofoyikh otov auxéva, Tov Kopud kal 6Aa ta akpa.
Ta ev ww BaBel tevovua aviavakiaotikd ekAudtay
Quolonoyikd Kal opdtpa o dvw Kal KAtw akpea.
Aev napatnpnBnkav diatapaxés aiocBnukéntas. H
Hayvnukh Topoypa®ia Kal n gayvnukh ayyeioypagia
eykepdnou bev avédelEav naBonoyikd eupnuata.
AxonouBnoe oocpuovwuaia napakévinon e
Quolofoylkd euphpata and v Pétpnon nieons,
NV PIKPOoKOMIKA kal Bioxnuikn &étacn tou ENY. H
YEVIKN aipatos, o Bloxnpikés (cupnepinapfavopévns
kar tns CPK) kar Bupeoeidikds €lgyxos htav evids
puolofoyikwv opfwv. H avoconiektpo@dpnon
avedeie puaolodoyikd Npwielvéypappa Kal o
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énieyxos avuowpdtwv ANA, C-ANCA, P-ANCA Atav
apvnukoéds. O titdos aviuowpdtwy évav unodoxéwv
akewdoxonivns (AchR Ab) Atav evids puaioAoyIKOV
opiwv. AkoAouBnoe pétpnon tou Ttlou avuohpatwy
Katd s €181kNS PUiks TUPOaIVIKNS Kivaons (anti-Musk
Ab) pe pébobdo padioavooonoyikol npocdiopiopou
(RIA) nou ntav uwnAd Beukds (37nM pe 6plo 10
0.015nM). H aoBevns diayvotnke pe opBAnpIKA pu-
acBéveia pe Beukd anti-MusK avuobpata. O €Agyxos
ye enavanapapavopeves veupodieyépoels (eE€taon
Desmedt) tou apiotepol oiyKtnpad tou BAEPApOU Kal
tou 6e€lou Hetoeldh htav apvnukds. O aneikovioukods
€neyxos pecoBwpakiou Pe payvnukn topoypadia
avédei€e ponis unoonpaivopevo unodsiypatkd BUpo
abéva. O1 upés twv kapkivikwv deiktmv(CA15.3,
CA125, CA19.9, AFP, CEA) Atav guoionoyIKEs.
v aoBevn éyive évapEn aywyns pe npedvionovn
oe 660on 25mg/nuépa Pe onpavukn BeAtiwon s

SinAdwnias.

Yulhtnon

Ytn 61ebvin BiPAioypapia éxouv avapepBei pdvo
névie nepintoels anti-Musk Beukns opBadpikns
puaoBéveias (7-11). O1 tpels and us Névie apopouv
aoBevh yuvaika énws kal atnv OIkN pas nepintwon.
To npwto nepiotaukd neplypdpnke 10 2005 and tous
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Caress et al. ka1 apopouoe yuvaika 18 twv pe Pre-
eapomwon kai dinAwnia xwpis dnda eEwopBanpikd
oupntpata (7). H ouykekpigévn aoBevins Siayvaotnke
pe anti-Musk Bgukh puacBéveia éva phva petd tny
évap€n Bepaneias pe nupidootyivn nou Gev avéxinke
kal digkoye kal npedviondvn nou PeAtiwoe n
oupntwpatodoyia kar ouvéxioe va AauPavel. To 2006
ol Bennet et al. avépepav anAnn pia nepintwon evés
avdpa 21 v Nou Napoucidotnke pévo pe diansi-
nouca BAspapdntwon kal dindwnia pe neplopioud
6AwV v oPBAAPIKDY KIVACEWY Kal KUpiws ts ana-
ywyns apgotepdnieupa (8). Apou €€0n n Sidyvwon
opoapvnTKNS HuacBévelas o aobevhs éNafe aywyn
ge nupidboouypivn kai 3,4-8iapivonupidivn xwpis
avtanokpion. AkodoUBws €yive avixveuon napouacias
anti-Musk avuowpdtwv kar o acBevhs €1€0n oe
Bepaneia pe npedvifondvn pe onpavukh BeAtiwon s
kAIvVIKNS Tou €Ikévas. To 2006 ol Hanisch et al. avépe-
pav éva acBevh pe pévo oPBanuIKG cupnupata nou
dlayvwotnke pe anti-Musk puaoBéveia dUo xpovia
LETA TNV €vapEn Tns vOOOU Kal CUVEXIOE Va €xel JOvo
o@Baduikd cupntdpata yia 20 phves Petd tny évapén
Bepaneias pe nupidoouypivn kal alabionpivn (9). Ol
Chan et al., 10 2006, nepigypawav v Nepintwon évos
avdpa aoBevin pe pévo oPBanuIké cupntuata nou
Siayvotnke 12 xpdvia petd v évapén s vdéoou
Kal NApEUEIVE YE QUTA Ta CUUNTWPATa yia duoiol
XpOvia petd Bepaneia pe Bupektopn, npedvioAdvn Kal
nupiboouypivn xwpis ouciaoukn BeAtiwon (10). H nio
npdo®atn ava@opd éyive and tous Ai Hosaka et al. 1o
2012 ka1 agpopoUoe pia yuvaika 33 v NouU Napou-
oldotnke poévo pe BAspapdntwaon kai dinAwnia kai
biayvatnke pe anti-Musk Beukn puaoBéveia evapio
xpovo petd (11). H aoBevns énaPe apxikd Bepaneia
ge nupidootypivn tnv onofa Siékoye vwpis Adyw
ekdbnnwaons deouidwogwy Kal dIappoIwY. ITn CUVEXEID
€1€0n o€ aywyn pe npedvidondvn pe nAnpn Bentiwon
WV CUPNTWPATWY EVMD Tpia Xpovia Pe tny évapén
s vooou NpootéBnke otnv aywyn kai tacrolimus
HE Tautoxpovn peiwon s doons s npedvioAdvns.

Eivar a§loonpeiwto 6u kal ous NEVie NEPINTTEIS
onws kal otn dIkA pas ol acBeveis napouaidlouv
Beapaukn Bedtiwon petd tnv évapén Bepaneias
pe npedvidondvn ev dev avianokpivovtal nh dev
avéxovtal Kand tn xophynon nupidoouypivns. Ze énes
us nepintwoels cupnepifapfavopévns kar tns OIkNS
pas 6ev dianiotBnke BUPwWA eV atov éva aoBevn
nou npaypatononBnke Bupektoph dev ouvéBane otn
BeAtiwon twv oupPNTWPATWY.

Zupnépacpa

H Musk puacBéveia Bewpeital 6u éxel 1pels KAIVIKES
ekbnAwaoels: a) duobidkpitn and tn yeVIKEUPEVN
puaoBéveia Gravis, B) coBapn opBaAPONPOUNKIKA
abuvapia kal y) abuvapia Tou auxéva, Twv OUWY
Kal TV avanveuoTKWV HUMV Pe kaBuotepnuévn
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o@Banuikh cuppetoxh (4). H opBanuikh popeh ival
ula ondvia ekdbndwon s musk puacBéveias kar ol
aoBeveis Ba npénel va napakodouBouvtal otevd yia
tov Kivbuvo gpavions pias enakdioudns yevikeuons
s vOoOoU. ZUVENMmS ouviotdtal éAol ol aoBeveis
nou napouaidlovtal pe e§wiepikh opBanponinyia
va etetdlovtal kal yia tnv napoucia anti-Musk
avuowpdtwy kabws n éykalpn évapén Bepaneias
pnopei va npopuidcel andé tov kivbuvo alpvidias
emdeivwons ns véoou.

BifAioypa@ikés avapopés

1. Lindstrom JM, Seybold ME, Lennon VA, Whit-
tingham S, Duane DD. Antibody to acetylcholine
receptor in myasthenia gravis. Prevalence, clinical
correlates, and diagnostic value. Neurology 26:
1054-1059, 1976.

2. Meriggioli MN, Sanders DB. Autoimmune my-
asthenia gravis: emerging clinical and biological
heterogeneity. Lancet Neurol 8: 475-490, 2009.

3. Jeffrey T. Guptill, Donald B. Sanders and Amelia
Evoli. Anti-musk antibody myasthenia gravis: clini-
cal findings and response to treatment in two large
cohorts. Muscle Nerve 44: 36-40, 2011.

4. McConville J, Farrugia ME, Beeson D, et al. Detec-
tion and characterization of MuSK antibodies in
seronegative myasthenia gravis. Ann Neurol 55:
580-584, 2004.

5. Sanders DB, El-Salem K, Massey JM, McConville
J, Vincent A. Clinical aspects of MuSK antibody
positive seronegative MG. Neurology 60: 1978-
1980, 2003.

6. Hoch W, McConville J, Helms S, Newsom-Davis
J, Melms A, Vincent A. Auto-antibodies to the
receptor tyrosine kinase MuSK in patients with
myasthenia gravis without acetylcholine receptor
antibodies. Nat Med 7: 365-368, 2001.

7. Caress JB, Hunt CH, Batish SD. Anti-MuSK myas-
thenia gravis presenting with purely ocular find-
ings. Arch Neurol 62: 1002-1003, 2005.

8. Bennett DL, Mills KR, Riordan-Eva P, Barnes PR,
Rose MR. Anti-MuSK antibodies in a case of ocular
myasthenia gravis. J Neurol Neurosurg Psychiatry
77:564-565, 2006.

9. Hanisch F, Eger K, Zierz S. MuSK-antibody posi-
tive pure ocular myasthenia gravis. J Neurol 253:
659-660, 2006.

10. Chan JW, Orrison WW. Ocular myasthenia: a rare
presentation with MuSK antibody and bilateral
extraocular muscle atrophy. Br J Ophthalmol 91:
842-843, 2007.

11. Ai Hosaka, Hiroshi Takuma, Kiyoe Ohta and Akira
Tamaoka. An Ocular Form of Myasthenia Gra-
vis with a High Titer of Anti-MuSK Antibodies
during a Long-term Follow-up. Intern Med 51:
3077-3079, 2012.

3§ EAAHNIKH
7| NEYPOAOQTIKH
2=J ETAIPEIA



