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O1 aoBeveis pe autodvoon puacBéveia gravis Ba npénel Npo s évapéns s Bepaneias, va unopdniovial oe
nAnpn avooonoyikd, KAVIKG Kal aneikoviotkd éngyxo eneidn n avupewnion noikindel avdnoya pe ta €18IKa
avuowuata (n.x. AchR + n MusK + MG), tnv kAivikn €ikéva (m.x. opBanuiKn N yeVIKEUPEVN, NP@IUNS N OYIUNS
évap&ns) kal ta aneikoviotkd euphuata (Bupwpatmdns h un). O nEpIocdTEPOI aoBeveis anavtolv Ikavornoin-
UKE oto ouvduaoud avuxoAIVESTEPACIKWY KAl OVOOOKATAoTANTKMY OKeUaopdtwy. Ta nAéov anoteneouatkd
avoookataotadtkd €ival ta Koptkootepoeldn kal n alaBelonpivn. Apketoi aoBeveis dpws Ba xpelaoBouv Kal
aAna okeudopata deUtepns kal tpitns emidoyns. H Bupektopn eniBdnnetal o aobeveis pé BUpwpa Kal ouvi-
otdtal og aoBevels pe NpwIPNs évaptns yevikeupévn puaoBéveia. H evbo@iéfia xophynon avoooopaipiviy
Kal n nAaopagaipeon evdeikvutal o€ aobeveis pe puaoBevikh kpion n acBeveis pe cofaph embeivwon pad pe
peydnes 660eIs KOPTUKOOTEPOEIOMY. Adyw NS XPovIOTNTAS TNS VOOOU Kal Apa tou peydnou KOOToUS Kal Twv
OOPBaPWY NAPEVERYEIDV TWV AVWTEPW okeuaoudtwy, véol Blonoyikoi napdyovies pe eeibikeupévn 6pdon do-
Kipadovtal onpepa o KAIVIKES PeN€tes otn yuaoBévela Kal o dANa autodvooa Voonpata.

Né€eis eupetnpiou: MuacoBéveia gravis, cupgntwpatkn Bepaneia, avoookataotodn, Bupektopn, yeAnovukés Bepaneies
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MYASTHENIA GRAVIS TREATMENT
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Abstract

Patients with autoimmune myasthenia gravis (MG) should be further classified before initiating therapy,
as treatment response varies for ocular versus generalised, early onset versus late onset, and acetylcholine
receptor antibody positive versus MuSK antibody positive disease. Most patients need immunosuppression
in addition to symptomatic therapy. Prednisolone and azathioprine represent first choice drugs, whereas
several second choice options are recommended and should be considered.

Thymectomy should be undertaken in MG with thymoma and in generalised, early-onset MG. For MG
crises and other acute exacerbations, intravenous immunoglobulin (lvig) and plasma exchange are equally
effective and safe treatments. Future therapies with target-specific biological agents may be necessary in
order to avoid high cost and serious side-effects of immunosuppressive drugs.

Key words: Myasthenia gravis, symptomatic treatment, immunosupression, thymectomy, future therapies
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H MG €ival iows n nepIcoOTEPO XAPAKINPIOPEVN
autodvoon véoos. Mpokaneital ané noAu kadd ka-
Bopiopéva naboyeveukd autoavuowpata nou dia-
tapdooouv TN AgItoupyia tns VEUPOUUIKAS olvayns
P€ow KAtaoTtpo®ns N avactonns tns AIToupyias Twv
unodoxéwv s akewwaxonivns (AchR) (1). Mpwrtapxi-
Kbs otéxos ns Bepaneias otn puacbéveia (MG) eival
a. n nAhpns Upeon n onpavukh BeAtiwon tns k-
VIKAS €Ikévas twv aoBevav kal B. n otaBeponoinon
s katdotaons og BAB0s XpOvou PE TNy TauTtdXpovn

peiwan s 66ons Twv XopnNYoUUEVWY OKEUAOUATWY
yI0 TNV ano@uyn twv coPapwyv NApevepyeimv (2).

H Bepaneia npéner va eival e§atopikeupévn. E€ap-
tétal and v Paputnta, tov undtuno s véoou anid
Kal ta €161Kd XxapakinpIotkd tou kaBe aoBevous. Mno-
pEl va cuviotatal 0 CUPNTWPATKA aywyn o€ AMIES
Kataotdoels kal va eBAavel oe ouvbuaopévn avooo-
kataotonh o coPapn kal eniyévouca aduvapia 161-
aitepa av ouvundpxel Npoofoin Twv avanveuotkmy
MUV N npopnkikh aduvapia.
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Eival nonu onpavuko va yiver n katdnAnAn enidoyh
s Bepaneias yiat étol: a. Meiwvetal og peydno Bab-
ué n Bvntdtnta kail B. 1o eninedo {whs dev Slapépel
otnv NAgIoVOTNTA TWV NEPINTWOEWY and ToUs UYIESS.

Iupyntwpaukn Bepansia

O1 avactodeis tns AChe anotedoUv NpmINS ypap-
phs Bepaneia yia 6Aes TS Pop@Es tns vooou. [po-
teivépevn dooofoyia nupidootypivns (30-60 mg 3
Qopés /24h oav boconoyia évapéns éws 60mg Kabe
3-4 wpes/24h). Mpakukd 6don >300-360mg/24h dev
éxel anodeixBel neploodtepo anoteAeopatkn, avtibeta
au€dvetal n NIBavotNta NApevepYeEIV (3).

O1 napevépyeles PNopei va €ival VIKOTVIKES: OeouI-
baEls, KPAUMES Kal JOUOKAPIVIKES: KolAlakd adyn,
vautia, éuetol, didppoia touddxiotov oto 30% twv
aoBevav. Ixeukés avievoei€els ival n Bpaduappub-
gia, N ano@paktkh vOoos twv NVEUPOVWY, N Ungp-
popia npoaotdn K.a.

AvoooOepansia

Ta kopukootepoeldn anoteAolv NPWINS YPAPPNS
Bepaneia dtav kpIBei anapaitnto va yivel évap&n avo-
ooBepaneias. (dnA. étav ta avuxoniveotepaoikd dev
efval anoteNeopaukd n éxouv oOPApES MAPEVEPYEIES N
otav n kAivikh elkéva gival apkoUviws copaph (MGFA
I, IV). Napatnpeital Upeon n Bedtiwon oto 70-80%.

Mpoteivopevos 1ponos xophynons: 10-25mg/24h n
Uépa nap’ nuépa augdvovtas t déon Babuiaia (5-10
mg) kaBe 3-5 npépes ¢ws 60-80mg/24h n pépa nap’
nuépa. ZuvhBws napatnpeital UPECN N ONPAVTKA
BeAtiwon tns kAIVIKAS IkOvas evids 4-16 dopddwv.
Ev ouvexeia otadiakh peiwon (5-10 mg/24h n pépa
nap’ npépa) kabe 2 fdouddes éws ddon ouvinpn-
osws 7,5 mg/24h n pépa nap’ npépa) (3).

Meydnes 660els €€ apxns KOPTIKOOTEPOEIOMY Uno-
pei va npokanéoouv enideivwon n Kal puacBevikh
kpfon (ouvnBws ts npw1tes 4-10 npépes). Mpodia-
Beaikoi napdayovies gival n nAikia, n Baputnta kai
npounkikd cupntwpata. Edv ivar anapaitnto Ndyw
s coPapdintas s katdotaons (Bapeid aduvapia,
duokatanoaia, SucapBpia, avanveuoukn SUoXEpEia),
ouviotdtal n cuyxophnynon pe Bepaneies taxeias 6pd-
ons (nAacpagaipegon, VIg).

Ye aoBeveis avBekukoUs Ota KOPTKOOTEPOEION N ag
aoBevels nou avtevdeikvutal N Xopynon KOPTUKOOTE-
poeidv ouviotdtal n xophynon didwy avoookata-
otanukwy, 6nws n alabelonpivn, n KukAoonopivn, n
HUko@aivonikh po@etin K.4.

H alaBeionpivn petaBonidetal og 6-pepkanto-
noupivn nou avactéAnel tn olvBeon DNA kai RNA
ennpeddovias tn Aetoupyia twv T-AEPPOKUTIAPWVY.
Mpotevépevn ddon 1-3 mg/kg/24h, évapén dpdons
HETa 4-12 pnves, péyiotn dpdon petd 6-24 pnves. Y&
pia peydnn (uovadikn) dinAn-tu@An tuxalonoinpévn
peném o ouvbuaopds koptikootepoeldwv-alabeionpi-
vNs NTav nio anoteAeopatkos and 10 KOPTUKOOTEPO-
€16 (4). Ze pia pIkpdIEPN TUXAlonoINUévN PeAEN ta
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KOPUKOOTEPOEION eNéPepav peyanUtepn Kal TaxUtepn
BeAtiwon ot puikn 10xU oe oxéon pe alaBeionpivn
(5) ZuvnBeis napevépyeles ival ypinnwdns cuvdpoun,
YOOTPEVIEPIKES EKONAMDOEIS, Naykpeatius, NNatus,
Aeukonevia, avaipia, BpopPokuttaponevia n NayKut-
taponevia, veonnaaoies, oteipwon. To 11% tou yevikou
nAnBuopou eival etepoluydres kal 0.3% opoluymtes
petanAdEewy oto yovidio s peBuitpavopepdons
s Belonoupivns pe anotédsopa augnpévo kivouvo
puedokatactons. Xuviotdtal N Jépnon s CUYKE-
vIpwons tou ev(Upou Npo tns évapéns ts Bepaneias
Kal ofyoupa 6tav undpxel NPWIKMN N oNPavukn AgUko-
nevia. Mefwaon ts 66ons dv ta Asukd <4000/kuB.xiA,
diakonn <2500 A ta oubetepdpina <1000/kuf. xiA.

e aoBeveis nou xphlouv avoookataotantkAs aywyns
pakpas didpkeias n éxouv peydnes MBavotntes va epga-
vioouv napevépyeles (Un kanws puBUILOPEVOS CAKXAPW-
ons diaPntns, unépPapol, ooteondpwaon) cuviotdtal N
€€ apxns ouyxophynon KOPTIKOOTEPOEIOMWY Kal alabel-
onpivns kar n otadlakn Peiwon Twv KOPTUKOTTEPOEIDWV.

H kukioonopivn avactélfel tn Asitoupyia twv
T-Aep@okuTtdpwy Péow avaatoins s evookuTtdpIas
060U onpatoddinons aoPectiou-kanaiveupivns. Mpo-
teivopevn ddon 2-5ma/kg/24h oe 2 dboels kabe 12
wpss, évaptn dpdons petd 1-6 pnves. Enineda otov
op6: 100-150mg/ml. H kukAoonopivn htav anotede-
OUQTKA OE OXEON JE TO €IKOVIKO QAPPaKo otn Bent-
WON s PUIKAS 1I0XU0S Kal otn peiwaon tou titiou twv
avu-AchR avuowpdtwvy (6,7). Evbeikvutal og aoBeveis
Un avtanokpivouevous h eupavi(ovies NapevéPyElEs
ota Koptkootepoeldn n tnv alabeionpivn. LuvhOels
napevépyeies: Neppoto&ikotnta, unéptaon, napal-
oBnaoies, uneptpoia oUAwY, UNEPTPIXwWOnN.

H pukopaivonikh pogetiin avacténnel eninektkd
v apudpoyovaon s HOVOPWOPOPIKAS IVOCVNS Mou
engyxel évav de novo pathway yia tnv cUvBeon twv vou-
kAgoudiwv ts youavoaivns pe anotéAeopa enifeKTK
diatapaxn noAAanAaciacpoy twv AEHPOKUTIAPWY Kal
Kataotodn tns KUTIAPIKAS Kal XUPIKAS avooias. Alyes
penétes petatl twv onoiwv Kal pia pikph tuxalonoinpévn
LIE EIKOVIKO (pAPHAKO avédeIEav TV anoteNeoPatkOTNTd
s otnv avBekukn MG kai oav steroid-sparing appako
(8,9). Mpdopata duws OE JIa TUXAIOMNOINPEVN UE EIKO-
VIKO @dppako peé ta avwtépw anoteféopata dev
eniBeBaiBnkav (10). Mpoteivopevn 66on 1000 mg
2 @opés/24h, évaptn dpdons evids 10 eBdopdduwvy,
péyiotn 6pdon petd 27 efoopades. Evéeitels idles pe
s kukioonopivns. KanUtepa avektd kal aopanéotepo
aro 1a NePICoOTEPa avoooKataotanukd. Mapevepyeies:
avaipia, Aeukonevia, Sidppoia.

H kukAopwopapidn eival aAkuMiwtkos napdywv
he avoookataotanukés 1016tntes. KataotéAnel
dpaotnpidnta v B-Aeppokuttdpwy Kal th oUvOe-
on avuowpdtwy Kal o€ peydnes 6doels npoofaniel
Kal ta T-Agp@okuttapa. € pia tuxalonoinpévn Je
EIKOVIKO PAPUAKO PYENETN 23 atOPWY PE avBEKTKA
ot Bepaneia MG, enavadauPavopeves evbopiéPies
pnviaies xopnyNoels KukAoQpwopapidns enétpeyav
v peiwon s ooonoyias twv KOPTKOCTEPOEIOWDV
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HE tautéxpovn Bedtiwon n pn emideiveoon cupntw-
patonoyias (11). Mapevépyeies: Muefokataotonn,
€ukalplakés AoIpWEEls, To€ikés BAARES s oupododxou
KUotns, oteipwon, veonAdaoies. Adyw s to&ikwaons
ouviotdtal n xophynon petd v alaBegionpivn, tnv
KukAoonopivn kal v JUko@aivoAikA pogetian.

To Tacrolimus (FK506) eival éva pakponidiké pdpio
ge v ibla dvoon dpdon pe v kukAoonopivn. Apa
enfons otov unodoxea s puavodivns (RyR) pecofa-
Bavtas otnv ékAuon aoPeatiou and to evbonAaopa-
k6 iktuo Kal €tal otnv evouvapwon s clvoeons
Oléyepons-cUionaaons tou okeNETIKOU Puods (taxeia
dpaon). Evoeitels oe avBekukeés HOPPES PETA TN XOpN-
ynon twv dddwv avocokatactafukwy (12,13) ektds
fows ano aoBeveis pe avuowpata katé RyR, dnou
NapaATNPEEital CUPNTWUATKA taxeia dpdon. AlyOteEpes
napevépyeles and s kukAoonopivns.

H Rituximab €ivar povokAiwvikd aviicwpa évavu
CD20 B-Agupokuttdpwy. tn puacBeveia EXouV e-
AetnBei nepintwoels AChR-Beuxkmv kal 16iws MuSK-
Beukv, énou n vooos, avBekukh o€ dnnes Bepaneies,
eppdvioe onpavukn Bedtiwon (14,15,16).

Katwtpw napatiBetal évas Bepaneutkos anyopio-
os nou pnopei va dwaoel dpeoes anavinaoels ota nonnd
Kal ouxvd oUvBeTa epwtnpata nou avakUntouv oty
ka®' nugpa kAvikn Npagn (apopouv Kupiws v peyann
nnsioyneia twv acBevv pe AchR + MG) (Mivakas 1).

O¢epansia tns o@OanpiIkns puacBévelas

H puacBéveia ekdbnAwvetal cuvhBws apxIkd pe
o@Banuikd cupnuwpata oto 50% twv acBeviv
(17,18). O1 Adyol nou cupPaiver autd dev eival akpl-

Bws yvwaotoi adid pnopei va ogeifetal og augnpévn
eualobnoia o€ ouPNPATa aKkOPa Kal O NMIES pe-
TATON{OEIS TWV ONUKWY a&dvwy, o auEnuéves ou-
XVOTNTES EKPOPTIONS TWV KIVNTKWY povadwy, otnv
avuyovikn 6oph n otous PEIWPEVOUS NAPAyOVTES
aopaneias twv oeBafuoKIVNTKOVY pudv (19).

H nAeiovotns wwv acBevayv pe puacBéveia kai opBan-
HIKA évap&n oupntwpdtwy Ba yevikeuBel evids 3 1wV
(20). Movo éva 15% Ba napapeivel eVioniouévo otous
o@BanuokivnukoUs pues kal Ba anotedéoel v unoo-
pada wv aoBevmv pe opBanpikn puacBéveia (21,22).

Ta avuxoniveotepacikd anoteAolv okeUAoPd NPM-
s ypapphs. O1 ddoels nou xopnyouvral givar (30-60
mg 3 gopés /24h oav booconoyia évaptns éws 60mg
K&Be 3-4 wpes/24h). Exouv Ouws nepIopiopévn ano-
tedeopaukdtnta (20-40%) Kupiws otn BAsepapdntwaon
kal Aiyétepo otn dinAwnia (23). Aev éxel Bpebei va
ennpeadouv tn nopeia yevikeuons tns vooou (22,24).

O1 nepioodtepol aobeveis Ba xpelaoBolv KOPTIKOOTE-
POEION yIa TNV AVIPETMMION TwV oupntwpdtwy (22,25).
Ta anoteféopata eival noAU IKavonoIiNtKd O N0cootd
72-96% (26,27). Aev undpxel Slagopd petatu AchR (+)
kal AchR (-) aoBevav. e 6nous Aoinév tous acBeveis
pe opBanpikh pyuacBéveia Ba npénel va culnteital n
npwipn otadiakh €vapén KopuKOoTEPOEIdWV OF Wi
KpOTEPES oxeukd dooels (50-60 mg) og oxéon pe v
yevikeupevn MG, og naphpepo oxNPA PEXP! TNV PEYIoTN
Betiwon twv o@Bafpikdy cupntwpdtwy. AkoAouBws
Ba npénel va yivetal otadiakn peiwon éws tnv eAdxiotn
anotefeopaukn avektn ddon n kai diakonn (21). Mepi-
nou 1o 1/3 wwv aoBevv Ba xpsiacBolv pakpoxpovn
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Bepaneia Ndyw twv cuxvav unotponwv (27,28,29).
AGYW WV CNPUAVUKMOV NAPEVEPYEIWV cuviotdtal and
OpIoPEVOUS N XopNynoh Tous Pévov o€ coPapés pop-
@&s opBanpikns puacBéveias (30).

Yndpxouv npdopates pelétes nou avadeikviouv
HEIWPEVN yevikeuon tns HUaoBévelas og aoBevels nou
endpPavav koptkootEPOEIdN OE OXEon e AUToUs Nou
enduPavav avuxoniveatepaaoika (31, 32, 33, 34) (Class
Il evidence). Or arties 6ev eival eNakpIPws yvwaotof.
Eival mBavov n yeyadutepn Sidpkeia tns autodvoons
avtidpaons otn NPWIKN GAcn s Nadnons va odnyei
o€ Kataotpo®n kal oe ouvodes Sopikes annayés otous
avuyovikoUs eNITOnous s VEUPOUUIKAS cuvayns, Ue
anotéNecpa TNV EPPAvIoN VEWY autoaviyovwy nou
evioxUouv tnv avoooBiodoyikn diatapaxn (35).

Agv unGpxel oCNPAvUKN gpneipia and m xopnynon s
alaBesionpivns oe acBeveis pe opBanpikn puacBeveia. Xe
Aiyous aoBeveis nou xopnynBnke Ntav anoteAeopaTtikA
16iws oe and kovou P KOPTKOOTEPOEION xophynon (4)
(Class | evidence). Enions o€ 2 pengtes gixe anotpenukn
bpdion otn yevikeuon s puacbéveias (22,36) (Class Il
evidence). Yuviotdtal os aoBeveis pe Nwxn avianokpion
010 KOPUKOOTEPOEIDN N oav steroid-sparing Napdyovias
o€ KopukoeEaptpevous acBeveis. Alda avoookata-
otafukd dev éxouv xopnynBei (NANY ts PUKOPAVOAIKAS
po@etiAns kar tns KukAoonopivns Og PEPOVWPEVOUS
aobBeveis) oe opBaApikh yuacBéveia cav steroid-sparing
napdyovtes (37) (Class IV evidence). O1 Bpaxeies Bepanei-
&s (nNaouagaipéaoels - IVIg) dev evbeikvuvtal oe aoBeveis
pe o@Banuikd cupnthuata (38).

Ye aoBeveis nou napd tn Bepaneia napapévouv
unoneipgpatkd cupntopata n onueia (BAspapod-
ntwon, dinAwnia) nou dnuioupyouv npofAnuarta,
ouVIOTdTal N AVUPETWMNION TOUS e PUOIKA PETPa (NX.
BAepapIKa unootNPiypata, NPICUATKO! PAKO() N Xel-
POUPYIKES eNEPPAOEIS M.X. OE NEPINTWOEIS POVILOU
otpafiopol Adyw o@Banpikns puikns ivawons (23,39).

O¢paneia tns MuSK-MG
Eival anotefeopaukd ta avu-xofIveotepaoikd;

YUs NEPICOOTEPES TWV NEPINTMOEWY OEV UNAPXEI
avtanokpion. Mdadiota og kavovikés d6oels (Napo-
HOIES UE AUTES MOoU xopnyouvtadl otous AchR-MG
aoBeveis) napatnpouvial ouxvd VIKOTVIKES ekdNAm-
oeis(beopIbwoels, kpdunes) kaBws kal HMT evoeitels
XONIVEPYIKNS unepeuaiobnaoias(enaveiNNUUEVes ex-
QOPTCEIS PETA TO NPWTO PUIKS NpokANtd duvapikd
o€ xapnAns ouxvotntas epebiopata)(40,41,42,43,44).
Ye éva nocootd 10% ol acBevels gival duvatdv va
napouaidoouv onpavukn kAivikh enideivwon Kal
va 0dnynBouv oe xoAivepyikh kpion(41). Na éAous
autous tous Ndyous cuviotatal Bepaneia pe nupido-
ouypivn og noAU xapniés Séoels n.x. 1/4 3-4 popés
nuepnoiws kal noAu otadlakh avu&non av xpelaodsl.

Yndpxel kal éva nocootd 13-32% oe S1dpopes
penétes nou avianokpivetal noAU kand ota avuxo-
Aiveotepacikd, xwpis NapevéPyeles Kal paniota yia
peydno xpovikd didotnpa (41,45).

Neuponoyia 24: 1-2015, 42-48

Ti yivetal pe ta avoookataotantka;

H nieloynoeia twv acBevidv pe MuSK-MG (95-100%)
Ba xpeiaobei avoookataotantkh aywyn. uxva autd
Ba vivel ano ta npwiya otadia Ndyw s Paputntas
TWV CUPNTWPATWY Kal T ouvexoUs apXIka eEEAIENS TS
v6oou% (46). Moy kafh andvinon ota KOPTUKOOTEPO-
€16 Kal eviunwaolakn oty nlaopagaipeon (42,43,47)
(0g nepINtoEls puaoBevikhs Kpions N Bapeids npo-
unkikhs aduvapias). H Bepaneia pe IVIg sivar Aiydtepo
anoteneouaukh o€ oxéon pe v AchR-MG (o€ nocootd
11-45%) kal evdeikvutal Og NEPINTWOEIS MOU N NAACUa-
aipeon aviedeikvutal n dev eival Slabéoiun (43,48,49).

Mpedvilévn cav povoBepaneia (50 mg/24h) éxel
noAu kadd anoteféopata oy petpiws cofaph
MuSK-MG. Zuxvés unotponés otnv npoonddeia yei-
wons tns §6ons s Npedviddvns odnyolv og NPMIUN
npooBnkn steroid-sparing agents (alaBelonpivn, Ku-
kAoonopivn, mycophenolate) ye pikpdtepn anotene-
opatkotnta o€ oxéon pe tnv AchR-MG.

Eviunwolakd anotenéopata o€ case reports n
observational pedétes pe povokAwvikéd anti-CD20
avuowpata (Rituximab) (14,15,16).

Mpoyvwon tns vooou

Xeipdtepn and v AchR-MG. Mikpdtepo Nnocootd
aoBevav pe Upeon (CSR) kal peyandtepo Nocooto pn
avianokpivopevo otn Bepaneia. H pydvipn npopnkikn
aduvapia Kal JUIKA atpo®ia twv UGV ToU NPocmnou
and ta apxikd otddia s vooou anotefolv napdyo-
VIES nou oupPdanfouv oty avwtépw nopeia. Yyniés
ddoels kopukootepoeldwv duvatdv va cupBdinouv
otnv NpdAnYN n kal Bepangia tns YUIKAS atpogias,
apa kar oty kaAutepn npodyvwon. Mapdu péxpl npo-
opdtws N NpooBnkn avoookatactanukwy 6ev Atav
anotedeopaukn(45), teneutaies pefétes avédelfav
onpaoia s eniBetkns Bepaneias Pe KUTIAPOOTATKA
and KovoU PE Ta KOPTUKOOTEPOEIBA yia tnv NpoéAnyn
Kal Bepaneia s puikhs atpogias (16,40).

O¢paneia tns LRP4-MG

Daivetar 6u ol aoBeveis pe LRPA-MG €xouv KAIVIKN
g€lkova nou pddov npocopolddel e keivn twv aoBe-
vav pe AchR-MG, dpa kar n Bepaneia eival avadoyn
pe i Bepansia autyv twv acBevav (50).

OUpEKTOYN

H npwtn Bupexktoun neplypdpnke anod tov Blalock kal
ouvepydtes 1o 1939. Ektote n Bupektopn anotenel éva
avanoomnacto Péco oty BepaneuTKA AVUUETMIoN TS
véoou. YupBaniel og onpavukn aluénon tou Nooootou
Upeons n BeAtiwons s vOOOU HE TAUTOXPOVN UEiwan
s ouvodoU avoookataotadtkAs aywyns. H Betkn
oupBonn tns pdniota otnv Bepaneia ival peyanUtepn
oe aoBeveis pe Bupikh unepniaoia kal oo autavetal
10 xpovikd didotnua and v enépyPacn (51,52, 53).

Map’ 6Aa autd n Beukn enidpaon s Bupektouns
Oev gival anodedelypévn kab' 6u ol SIAPOoPES PEXP!
wpa pefétes napouoialouv ooBapd peIovEKTAPA-
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10 6nws npoPnnuata pebodonoyias (un twxaionol-
npéves-avadpouIkes PeEtes), epappoyn noikinwy
XEIPOUPYIKWYV enepPdoewy, anfote a4Ann Baputnta
NS vOOOU MPo NS BUPEKTOUNS, SIaPOPETKOS XPOVOS
enéppaons petd tnv évapén ts vooou, peydno eUpos
avoooBepaneidv, Slapopetikes PEB0DOI PETEYXEIPNTIKAS
aglondynans, ol Silagopetikol opiopof s Upeons-Pen-
Tiwons kaBws kal iagpopés ato puAo, v NAIKIa Kal
Bidpkeia s vooou. IN" autd 1o AdYo KATESTN avayKaios
0 oxeblaopds TUXAIOMOINPEVWY MPOONTKWY KATd 1O
duvatdyv opoloyevay pedetiov. Mia tétola NoAUKEVIPIKA
penétn (MGTX) eupioketal uné ekndévnon (54)kal ol
otdxol s gival: a. n Beftiwon s puikhs aduvapias, P.
N Peiwon tns noodtntas tns xopnyoupevns koptuldvns
Kal'y. n BeAtiwon s noiétntas (whs.

H Bupextopun evbeikvutal a. o aoBeveis ye BUpw-
pa(eniBannetal) kal B. og aoBeveis pe Nnpwiuns évap-
&ns MG €@’ ooov dev undpxel ocuvwoonpOTNTa Nou
va augdvel tov kivouvo tns enéppacns n os aoBeveis
nou epgavifouv taxeia eE€AIEN Pe NPOUNKIKA N ava-
NVEUOUKA CUPNTOPATA, CUXVES UNOTPONES, YN avia-
noékpion otn Bepaneia. Ta kaAUtepa anotenéouata
napatnpouvial o€ acBeveis Mouxelpoupyouvtal evids
3 ety and v évapén s vooou (55).

O¢epansia tns HUACBEeVIKNS Kpions

Av kal 6ev Undpxel évas KOIVmS anodeKtds opIopos,
puaoBevikn kpion (MC) Bewpeital onoladhnote co-
Bapn npounkikh puikh aduvapia n/kar abuvayia twv
QVanveuouk®V JUv, Ikavh va npokanéoel npofAnua
€NapKoUs agpiopoU n diatapaxn s BAtdTNTAs Twv
AVWTEPWV agpOPOPwWY 0dwv nou anaitel dilacwin-
vwon n pnxavikd agpiopd(56,57)(aobeveis pe class V
MGFA). Mepinou 20% twv acBevv pe MG Ba eppavi-
oouv MC, ol nepioodtepol oo 1° €tos and v Evapeén
s vooou. And autous oto 20% n kpion anotesi tnv
npwwn ekdhAwon s véoou kai 1o 1/3 duvatdv va -
oavioel kar annn kpion(58,59,60,61). Ztnv nisiovétnta

TWV NEPIMWOEWY UNApXouv Npodiabeoikoi Napayovtes
(nveupovia, adfayh tou Bepaneutkol oxAPAtos, Gpap-
paka, xelpoupyikn enépBaon k.An.) (62,63).

H nAaopagaipeon (PE) kal n evdo@néfia xopnynon
avooooaipivav(lVlg) anotedoUlv s kUples Bepaneies.
Aev undpxouv dlapopés 6oov aPopd tnv anoteNeouat-
KOTNTa PETAEY Twv OU0 Bepaneitiv(64). Adyw twv Aiyod-
TEPWV MAPEVEPYEIWV KAl TOU NAEOV EUXPNOTOU TPOMou
xopnynons gival auxvotepn n xpnon s IVIg (65). O1
aaoBeveis nou AapPdvouv avuxoniveatepacikd Ba npénel
va ta diakéyouv Adyw s au&nans twv eKKPICEwWY Nou
ENIPEPOUV KOl TWV EVOEXOUEVWV NVEUPIOVIKWVY €NNAo-
Kav. AvtiBeta n 66on twv Kopukootepoelbwy Ba npénel
va au€nBei. Edv 6ev AapPdvovtal koptkootepoeidn Ba
npénel va yivel xophynon autiv o ddon 1-1,5 mg/kg
Bapous omwpatos. H xophynon yivetal cuvhBws tautd-
xpova pe tnv PE n IVIg (3, 56, 58, 66).

Kawwtépw napatiBetar évas adydpiBuos yia tnv
avupetwnion tns MC (Mivakas 2).

O1 emindokes ths MC €ivar ws eni 1o nAgiotov o1 eni-
niokés tns MEB énws o Nupetds, coPapés NoINWEEIS
(nveupovia, Bpoyxits, ouponoipwEeis, Baktnplaipia,
onyaiyia), nveupovikh eufonn, kapdiakn avendp-
Kela, éuppaypa puokapbiou, kapdiakés appubyies,
kapbiakh avakonn.

H opBnh kai éykaipn ouyxpovn Bepaneia tns MC gixe
oav anoténeopa tnv Peiwaon Tou Nocootoy Bvntdtntas
og 5% and 50-80% npiv 50 €win. Enions peiBnke
oNnpavuka o xpdvos napapovhs otn MES n oto No-
OOKOWEI0. X& pId Npoéo@atn pedétn acbevav pe MG
nou eionABav otn MEB Ndyw ofeias enibeivwons n
MC o p€oos xpovos napapovhs otn ME©S ntav 18,7
kai oto Noookopeio 38,9 nuépes (67).

Neotepes Oepansutikés npooeyyiosls otn MG

Onws avagépbnke nponyoupévws n vooos avu-
petwniletal pe cupPatkés pn €161kés avoooKata-
otadukés Bepaneies nou eival oAU anoteNeoUaTKES

| Muaa8evikn kpion |

Xwpig mponyoUpevn Siayvwon

(15-20%) e ]I Me Bidyvwon MG ‘
: : g’ | —x Aiakotrn | Aiamipnon
EmBepaiwan Sidyvwon, e " E© avTIOMVESTEPATIKWY ¢ "‘|uvoaoxmamuhnxwv
; 2 ¥ ; o
CevIKR QVTILETWION | |ATToQuUYI KQI QVTILETWON EkTipnon mpopunkikwy kai | |AvagnTnon ekAUTIKwY Eidikn

KPITIKAC KaTdaTaong TUOTNUATIKWY ETTITTAOKWY

AVATTVEUTTIKWY AEITOUPYILY

avoooBepareia

TAPAYOVTWY

MAaopagaipeon
Avoooopalpiveg
KoprTikooTepoeidn

A 4

Ymoaotipi§n avamvong

MNivakas 2. AfyépiBuos yia tnv avupetwnion s MuaoBevikhs Kpions (Ref. 65)
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