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NepiAnyn

H Oepameioa TOU OUOTNUOTIKOU OKANPOSEPUATOC TIAPOUGCLATEL ONUOVTLKEG
T(POKANOELG Kal Slattepotntes. EAAei el dapuAKwY TTIOU TPOTIOMOLOUV GUVOALKA TN
duok mopela TG vooou, n OEPANMEUTIK) TPOCEYYLON TPOCAVATOAL(ETAL OTNV
OVTLLETWIILON TWV CUUTITWHATWY 0o T Opyava Tou €xouv TpooPAnbel kata
neplntwon. Itnv mapoloa €pyacia TPOOTAOACAUE VA CUCTNLATOMOLCOUUE TN
Baoel evdeifewv OepameuTikn QVILUETWIILON TWV KUPLOTEPWY EKSNAWOEWV TOU
ouoTnUatTikol okAnpodépuartog, aflomolwviag TG KateuBuvtrpleg odnyleg tng
EULAR-EUSTAR kat ta StaBéowua BiBAloypadikd Sedopéva. IUYKEKPLUEVA, OTNV
npooBoAnl Tou O&Epuatog, oe opoyovitda n apBpitda pmopel va xopnynOel
pueBotpe€atn oe cuvOUAOUO PE KPR 600N KOPTIKOEWWV. M TNV AVILUETWTTLON TOU
dawvopévou Raynaud kal Twv SAKTUAKWY EAKWY XOPNYoUVTAL ATOKAELOTEG SLAUAWY
oaoBeotiov oe UPNAEG BOOELC KOL 08 QVOEKTIKEG TIEPUTTWOELG evOOoDAEBLO avaloya
T(POOTAKUKALVNG. ZTNV MPOANYN Twv SakTuAKwV eAKwV £XeL B€on kal To bosentan. H
TIVEUMOVLKA OPTNPLOKN UTEPTAON QVILMETWII{ETOL avAAoya HE TO AELTOUPYLKO
otadlo Tou aoBevoug pe aviaywvioteG umodoxéwv evdoBnAivng-1, avaoToAesic
dwodobleotepdonc-5, avaloya mpootakukAivng 13 cuvduaopoug autwv. lMNa
Slapeon mMveUHOVIKN (vwon Tpoteivetal n xopnynon Kukhodwaodapidng iv i per os
HE N Xwplg oo Tou OTOMATOG KOPTIKOELSN yla 6-12 puiveg. Qg Beparmeia cuvtipnong
xpnotuornoteitat n alabslonpivn i To HUKODALVOALKO 0&U. XTn vedplkn Kpilon tou
okAnpodépuatog Sibovtal avaoTtoAel¢ TOU  PETATPEMTKOU  €viUUOU  TNG
ayyelotaoivng. OL ekONAWOELC OMO TO YOOTPEVIEPIKO QVTLMETWII{OVTOL HE
ovaotolelc avtAiag mpwtoviwv, OSoumepldovn, KUKAIKA oxAUaTo XoprRynong
OVTIBLOTIKWY N KoL OKTPEOTLON. H TeAKA mAoyn Tou KATaAANAOTEPOU yLa ToV KABe

ao0Bevn BepamevTtikoL oxrpatoc Baciletal otnv KAWLKA Kpion Tou Bepdmovtog.



Eicaywyn

To ouotnuatikd okAnpodepua eival plo XpOovio MOAUCUCTNUATIKY VOOOG TOU
Xxopaktnpiletal anod ivwaon Tou SEPUATOG KAl TWV ECWTEPLKWVY 0pyavwy. To voonhua
adopd Kuplwg yuvaikeg péong nAkiog, n 6 enintwon tou otnv EAAaSa mpooeyyilel
ta 11 véo meplototikd/10° mAnBuopol Kot £T0C, EVw O MUTOAAOHOC eival 154

neputtwoetg/10° mAnBuopou *

H Oepameioa TOU OUCTNUOTIKOU OKANPOSEPUATOC TIOPOUCLATEL  ONUOVTIKEC
T(POKANOELG Kal LSLaltepOTNTeC. KaBwg, LEXPL OTLYUNG, N TTaBoYEVELA TOU VOOT LOTOG
TIAPOPEVEL AYVWOTN, bev €xel Bpebel kAmolo GAPUAKO TTOU VA TPOTIOTIOLEL GUVOALKA
™ ¢uolkn mopela TG vooou. AvtiBeta, n BOepameuTikr) TMpoofyylon eival
TIPOCOVATOALOUEVN OTN OTOXEUMEVN OVTLUETWIION TWV OCUUMTWHOATWY TOU
aoBevoulg, pe Baon Ta dpyava mou €xouv MPooPBAnBel katd mepintwon. Mépav g
TIOAUGUOTNUATIKAC pUONG TOU VOO UATOG KOl TNG ETEPOYEVELAC 0T BaputnTa TNG
npooBoAng, tTn AnYPn BePAMEUTIKWY KAWVIKWV amoPpAcewv SUOXEPALVEL N CNUAVTLKNA
To€IKkOTNTO MOAAWV Ao TIC epappolopeveC Beparmeieg, o€ cuvOUAOUO LLE TO OPLAKO
o0delogc TOU evioTE OQUTEC TOPEXOUV, OMWC €VOEIKTIKA avadEpetal ylo TNV
neplmtwon NG KukAodwodauibng otn Bepaneia tNg mMveupovikng vwong Ttou
okAnpo&éppatoc’. Téhoc, n Sl n aloAdynon Twv amoteAeopdtwy tne Bepameiog
umopet va kataotel mpoBAnUATIK adou, XOAPaKTNPLOTIKA, N depuatiky TPocBoAn,
TIOU TUTKA afloAoyeital wg HETpo Paputntag oe aocbevelc PeE OUOTNUATIKO
oKANPOSEPUA, EXEL TNV TAON va BEATLWVETOL AKOUN KAl XWPELE aywyn UETA amo uia

apxkn ddon évtovnc embeivwonc’.

AKOUN Kol PE OUTOUG TOUG TIEPLOPLOMOUG, N TPOodog mou €XeL onuUewwBel Ta
tedevtala €tn otn Sldyvwon kol Beparmeia TOU CUOTNUATIKOU OKANPOSEPUATOC
oavtavoakAdatal otn BeAtiwon tng emPiwong twv acbsvwv, o oOx€on e TO
nopehdov’. MdMota, avadépetal 6Tl N KaBLEPWon TS XPHoNS OVOOTOAEWY TOU
HUETATPEMTIKOU €VIUHOU TNG OYYELOTEVOLVNG METATONMIOE TO KUpLo PBdApog NG
OXETWOUEVNC LLE TO CUCTNUATLKO OKANPOSEPUA Voo pOTNTAS KAl BvnToTNTOG Ao TN
VEDPLKA KPLOoN TOU OKANPOSEPUATOC OTNV TIVEUMOVLIKA (VWoN Kal TNV TVEUUOVIKN
0pTNPLOKN UTEPTAOCH, TIOU TIAéOV QmOTEAOUV TIG KUPLEG atltieg Bavatou amd To

voonuo’.



To 2009 6nuoactetBnkav yla mpwtn ¢opd kateuBuvtnpleg odnyieg yla tn Beparneia
TOU oUOTNHOTIKOU okAnpodéppatog amo tnv Opada yia tig KAWIKEG AOKIUEG KaL TNV
Epeuva oto ZkAnpodeppa NG Eupwmalkng etalpsiag peupatoAoyiog (EULAR-
EUSTAR) ®’. Sto mapov dpBpo xpnotpomowibnkav we Bdon ot odnyiec tng EULAR-
EUSTAR, evw avackomnOnkav oL MPotAacel; AAAWV OHAdwV €8IKwY, Kabwg Kal
eMAeyUEveG Snuoolevoelg and tn Sabéowun BBAoypadia mou adopolv Tn
Oepameia TOU OUOTNUOTIKOU OKANPOSEPUATOC. ZUYKEKPLUEVA, OL 0dnyieg mou
neplAapfavovtal mopakdtw adopolv tn Bepameia Twv akoAoubwv ekdnAwoewv
TOU OUOTNUATIKOU OKANpo&Epuatog: o. Ttou dawopévou Raynaud kol Twv
SOKTUALKWV €AKWV, B. TNG MVEUUOVIKAG OPTNPLAKNAG UTIEPTACNG, V. TNG SLAUEDNG
TIVEUMOVLKNAG tvwong, 8. NG vedpLKG Kplong, €. TNG MPOoBOARG TOU YAOTPEVTEPIKOU
OUCTAMATOG, OT. TNG MPooBoAng tou d€épuartog, {. TG MPooBoAng Twv apBpwaoswyv

KOlL TWV OPOYOVWYV UUEVWV KAl 1. TG TPooBoAng Tng kapdiag.

a. Oepancia Pawopévou Raynaud kot AakTuALKwV EAKWV

e O AntokAeloteg SlauAwv acBeotiou tou tumou tng Swdpomupldivng Bewpolvtal
Bepameia MPWTING YPAUMUNG Yl TN HEWWON TNC €vtaong Kal Tng ouxvotntag Tou
dawopévou Raynaud oe aoBeveil¢ pe oUOTNUATIKO OKANPOSEPUA KOL UTOPOUV VAl
xopnynBouv oe 660elg mou Suvatov va OdAvouv tnv PéyLlotn avektn (my. vidpedimnivn
120 mg npepnoiwc)®.

o Ta evbodAéBla avaloya mpootakukAivng (my. Wompootn oe &déon 0.5-2
ng/kg/min yla 3—5 CUVEXOUEVEG NUEPEG) UIMOPOUV va XpNnoLdomotnbolv wg aywyn
SelTtEPNC YPOUUNG Yy TN Beparmeia tng Baplac popdpng dawvopévou Raynaud oe
ooBevelc pe ouvotnuatikd okAnpodepua, mou Oev avtamokpivovtal otn Afyn
anokAeloTwv SLavAwv aopeotiou®.

e O amokAslotég SlavAwv acPeotiou oe dooelc mou duvatov va ¢Bavouv tnv
péylotn avektn (ry. vipedurtivn 120 mg nuepnoiwcg), pmopouv va xopnyndouv yia tn
eMoVAWON TWV SAKTUAIKWVY EAKWV.

e Ta evbodpAéfla avaloya mpootakukAivng (mx. ompdotn oe 6oon 0.5-2

ng/kg/min yiwa 3-5 ouveXOUEVEC NUEPEC) UELWVOUV TOV OPLOUO TWV SOKTUALKWV



eAKwV Kal Bewpolvtal €£l00OU AMOTEAECUOTIKA HE TOUG OTOKAELOTEG SLAUAWV
aoBeotiou yla TNV poaywyr the emoVAWGTC Twv eAkwv ™.

e To bosentan (Un €KAEKTIKOG QVTAYWVLOTAG TwVv umtodoxéwv evdoBnAivng-1) dev
€XEL pOAO oTn Bepamneia Twv AON UTIAPXOVTWV EVEPYWV €AKWV OAAA POVO oTnV

112 Mropei vo xpnotponoinBei oe

npodUAan Katd TnG Snuloupyla VEWV eAKwV
o0Beveig O6mou n Beparmeia pe amokAelotég StavAwv aoPBeotiou 1) pootavoeldn dev
ATOV OMOTEAECATIK.

e [0 TOUG avaoTtoAng dwododleotepacnc-5 (my. sildenafil) dev unapyouv SutAég-
TUPAEC 1] EAEYXOUEVEG UE ELKOVIKO PAPUOKO UEAETEC OTn Oepameia Twv EAKWV Kal
yla auto dgv ouviotatol n Xprion toug ota €Akn Twv daktuAwv. E€aipeon amoteAel
to tadalafil, To omolo ota mAaicla piag PLKPRAG TuXOLOTIOLNUEVNG UEAETNG, £6¢€le

BeAtlwpévn emoVAwon Kat MPOAnyn NG eudavionc VEWV SAKTUAIKWVY €AKWV O€

ouyxopriynon pe vipedutivn 1 GAAa ayyeLoSLOoTAATIKE ™.

B. NMvevpovikr Aptnplakn Ynéptaon

H Slayvwaon tn¢ MVEULOVLKAG OPTNPLOKNC UTIEPTAONG TIOETAL UTIOXPEWTLKA e SEELO
KapSLako kabetnplacuo, epocov Slamotwhouv Ta MAPAKATW EUPALATA: ) LECN
TleoN MVEVHOVIKN G225 mmHg, B) migon evodrivwaong mveu Lovikwy Tplxoeldwv<15
mmHg, y) avtiotacn otnv MVeUpoVIKA aptnpia>3 povadec Wood, pe puactooyiki i

ehaTtwpévn kapdiaxr rapoxn .

Ytov nivaka 1. paivetal n taflvounon Twv aoBeVWV PE TIVEUOVLKA UTEpTacn BAoel
Tou Aettoupykou otadiou katd New York Heart Association (NYHA).

Itnv mapouoa ¢aon unapxouv BiBAloypadikd SeSopéva TTOU TEKUNPLWVOUV TNV
anoteleopatikdtnta  tou  bosentan™®, tou sildenafil’’*®, tou umoSopiou
treprostinil®® kat tnc ouvexouc evSodAeBlac xoprynonc emompootevohnc?® otn

Oepameia NG OXETWOUEVNG ME TO OUOCTNUOTIKO OKANPOSEPUA TIVEUUOVIKNG
OPTNPLAKIC UTIEPTAONG.

AgdopEvou OTL OTIG IEPLOCOTEPEG UEAETEG TTIOU 08N ynoav otnv €ykplon Gpapudkwy
yla T Bgpameia TG MVEUROVLIKAG ApTNPLOKAG UTIEPTACNG cupnepLleARPOnoav 16co

aoBeveig pe 16lomabn vooo, 600 Kol acOeVE(C UE TIVEULIOVLKN apTNPLOKY UTIEPTOON



OXETLW{OUEVN HE OKANPOSEPUA 1) GAAC VOO LATA TOU CUVOETIKOU LOTOU, TPOTELVETAL N
enéxktaon tou BepamelTikol alyopiBuou yla v Wlomabry MVEUUOVIKN) UTIEPTOON
KAl oTnV TEePUMTwon NG oXeTWOMEVNG UE OKANPOSEPUA TIVEUUOVIKAG OPTNPLOKAG

uTEEpPTaoNC. QC €K TOUTOU TpoTeivovTat Ta akdAouBa’:

e H Baolkr UTIOOTNPLKTLIKA Aywyr TIOU KATA TEPLTTWOoN Unmopel va xopnynOet otoug
00Bevelc pE TVEUMOVIKA aptnplakni uméptacn oe €6adog ouoTnUATIKOU
okAnpobépuartog, meplhapPfavel: a. xopnynon OSwoupntikwv £hOCOV UTIAPYXOUV
gupnuata ocupPatd pe Oefld KapSlOK OVEMAPKELQ/KATAKPATNON ULypwv, PB.
ofuyovoBepaneia oe aobeveic pue pepikn taon O, 0TO APTNPLAKO aipa <60mmHg kot
y. 6yofivn yia tnv emBpaduvon KOATIKAG Taxuappubuiac.

e e aoBevei¢ otadiou | kata NYHA: &g cuviotatal GAAo GAPUOKO TIANV TNG
BaoIKAG UTIOOTNPLKTIKNAG aywyng. Evéexouévwg oto péANov mpokUYouv oTolxEla
WOTE VOl XPNOLLOTIOLOUVTOL KAL OVTOYWVLOTEG TWV UTIOS0XEWV EVE0ONALVNG

e Je aoBeveig otadiov Il kata NYHA pmopouv va xopnynBouv:

0. aVTAywVLIoTEG Twv uTtodoxewv evboBbnAivng-1 (bosentan oe apyikr doon:

62.5mg x2. yla 1 piva pe emakoAoudn avénon o 125mg x2. kot ambrisentan
5 mg/nuépa) n
B. Avaotoleic pwododieotepaong-5 (sildenafil oe 66on 20mg x3)
e Je aoBeveig otadiou Il katd NYHA pmopouv va xopnynBouv:
0. OVTAYWVLOTEG TwV UTtIoSoxEwV evboBnAivne-1 (bosentan 1 ambrisentan)
B. AvaotoAeic pwododieotepaong-5 (sildenafil),

v.Avadloya  TPOOTOKUKALVNG (elomvedpevn t\ompootn, untodopla
Tpenpootevidn [ cuvexng evbodAéPLa €yxuon €MOMPOOCTEVOANG O APXLKN
86on: 2 ng/kg/min).

Ye elOIKEC TEPUTTWOEL UE AUENUEVO KIVOUVO WUTTOPEL va YIVEL €vapén HE

ouvOUAOUO EBIKWV GAPUAKWY

e e aoBeveic otadiou VI kata NYHA pmopel va xopnynOet:



o. ouvexng evOodPAEBLa €yxuon EMOMPOOTEVOANG Ot apxlkn 6&oon: 2
ng/kg/min kalL o€ €lOIKEG TEPUTTWOEL O ouvduoopo Me bosentan,

ambrisentan 1 sildenafil

H Xxopnynon OVTUNKTKAG aywynG 0 A0OEVEIG UE TIVEUHOVIKI QpTNPLOKN UTIEPTAON

OXETWOEVN LE TO GUOTNHATIKO OKANPOSEPpa Sev evBeikvuTal®.

I. Audpeon NMvevpovikn lvwon

AUO KOAQ OXEOLOOPEVEG, TUXQLOTIOLNUEVEG, EAEYXOUEVEC HE ELKOVIKO APUAKO
HEAETeG £6elav otL N kKukAodwodauibn elval oplakd ONMOTEAECUATIKY OTN
otaBeponoinon 1 BeAtiwon tng SLAPEONC MVEUUOVIKNAG (vwong oe aobeveic pe
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CUOTNUOTIKO OKANPOSepa ™", ATIO TIG UTIAPXOUOEG UEAETEG TTPOKUTITEL OTL:

e H kukAhodwaodauibn xopnyouuevn yla 6-12 pnveg, site evéodpAeBiwg oe punviaieg
WoELC (600mg/m?/unva) %, eite per os (1-2mg/kg/nuépa) **, xel Béon otn Bepaneia
¢ SLAPEDNC TIVEUOVLKAG (VWONG 0TO CUCTNUOTLIKO OKANPOSepua.

e H kukhodwaodauidn umopet va cuyxopnynBel pe peBulnpedviloAovn per os o€
86oelc ewc 20mg/nuépa 2. YPnhdtepec SO0ELC TpemeL Vo amodeUyovTal Yo To
evdexouevo emaywyng vedpLkng kpionc.

e Metd t0 TMépAC TNG aywyng He KukAodwodauibn mpoteivetal wg OBepameia
ouvtipnonc n afabeomnpivn (2.5mg/kg/nuépa, péyotn 86on 200mg/nuépa) > fj to
Hukodavolkd of0%.

o JUudwva pe neploplopeva BipAoypadika dedopéva, o€ avOEKTIKEG TIEPUTTWOELG
uropel va  xpnowomownBei rituximab®® (oTic  eykekplévec BOOEC yla TV
Pevpartosldny ApBpitida), pe mpoooxn OHwg otnv cuyxopnynon uvdnAwv docswv

KOPTIKOELO WV, WoTe va anodpeuxBel to evdexopevo vedplkng Kploewg

A. Nedpwkn Kpion EkAnpodépuatoc

Ye vedplKn Kplon okANpoSEPUATOC XOPNYOUVTAL AVOOTOAEIC LETOTPETITIKOU eVIUOU

ayyelotevoivng (my. kamrtompiAn 1 evalampidn) oe vPnAéc dooelg, kabwg dvo



HUEYAAEG TIPOOTITLKEG LN TUXALOTIOLNUEVEG HEAETEG €6eL€av oNUAVTIKY BeATiwon tng
emBlwong kot pelwon TG avaykng yo LovIUn alpokadapaon Pe Tn Xprion autwy Twv

napayoviwv’’ %,

Entt anotuyiag Twv avaoToOAEWV PETATPEMTIKOU EVIUOU AYYELOTEVOLVNG va EAEYEoUV
LKAVOTIOLNTLKA TN VEPPLKA Kpion Tou okANpodEpUatog SV UTIAPXOUV TEKUNPLWUEVEC
kateuBuvtnpleg odnyiec. NMpoodata, pia opada ebikwv amo tov Kavadd nmpotelve
TNV TPOGBRKN aVaoTOAéWY SLAUAWY OLOPBECTIOU /) A-OEPEVEPYIKWY AVTAYWVLOTWV
EmutAéov, umdpxouv avadopEéC TEPLOTATIKWY, ONMou o€ VeDPLK  Kpilon
oKANPo&EpUaTog xopnynobnkav amokAeloTéG umodoxéwv ayyelotevoivng I, kat
QVTOYyWVIOTEG  urodoxéwv  evBoBnAivnc-1°°  emutdéov  Twv  avaoctoAéwv
HETATPEMTIKOU eVIUOU ayYeLOTEVOIVNG. TEAOG, 08 AVOEKTIKEC TTEPLUTTWOELG TILOAVWC
Kal n evbodAEBLa xoprnynon avaloywv npootakukAivng (iloprost 0.5-2ng/kg/min) va

elvat enwdericr.

E. NpocBoAn MNiotpeviepkol JUGTAUOTOC

OL OUCTAOELG VLA TNV QVTLLETWTILON TNG TTPOCBOANRG TOU YOOTPEVTEPLKOU CUOTHHOTOC
o€ a00eveig pe ouoTNUATIKO OKANPOdEpUa otnpilovtal KUPLwG OE AVOLYXTEG UEAETEC
KOl OTN YVWUN TwV e8IKWY, KaBw¢ dev umapyouv SUMAEC TUPAEG TUXOULOTIOLNEVEG

peAéteq. Npoteivovtal Ta akdAouOa:

e Ol avaoTtoAeig avtAlag mpwTtoviwy eival AmMoTEAECUATIKOL OTNV AVILUETWTLON TNG
OXETWOUEVNC LE TO CUOTNUATIKO oKANpOdepua yaoTpooloodpayikng maAlvépounonc,
TNC OTEVWONC TOU 0L00bAYOU KAl TwV EAKWV TOU 0lcodbdyou 2.

e OLmpokvntikol mapayovteg (ry. Sopmeptdovn 10-20mg qid, petokAompapidn 10-
15mg gid) pmopouv va xpnotpomnotnfouv otnV AVILLETWTILON TWV CUUMTWHATWY TNG
yaotpooloodaylkng maAlvépounong, Tou HETEwpPLOPoU, tne Suodayiag, ToUu
TPWLHOU KOpeGpoU, Tne YeuSoamddpatnc? *2.

e H Suocamoppodnon mou odeiletal oe ocuvdpopo umepavamntuéng Baktnplwv
Umopel v avileTwrioBel Pe KUKALKA xopnynon avtlBloTikwy (my. KWOAOVEG,

OOEUKIAALVN-KAaBOUAQVLKO, kedpaletivn-petpovidalon, TETPAKUKALVEG,

pubaipivn) 2.



e Y& OOPapEG TEPUTTWOEL; €VIEPIKAG TPOoPoAng (Slatapaxég KwntnkotnTag,

Baktnplakn unepavamntuén) evééxetal va eivat anoteAeopatikn n Octreotide (50mg

sc/nuépa) > >,

3t. MpocBoAn Aépuatog

Ma tnv ivwon tou dépuatog oe acBeveic e ouoTNUATIKO OKANpOSepua TpoTELVETAL

3536

n xpnon pebotpe€atng (per os n IM) oe 66on 10-20mg/efdopada’". AdKLuog eivatl

emiong o ouvduaopoC e YAUKOKOPTIKOELSH 0€ XaunAeg S00ELC (<7,5mg/nuépa).

Z. ApBpitida-Opoyovitida

MéxpL oTlyung Oev umapxouv OeSOUEVA QMO TUXOULOTIOLNUEVEG HUEAETEG yla TNV
QVTIHETWIILION TNG apBpitidag | tng opoyovitdag oe aobevei¢ HE OUOTNUATIKO
okANpOdepua. Epmiepika xpnolpomnoleitat cuvduaopog pebotpetatng (per os n IM)
oe &6on 10-20mg/eBbopdda pe  XopNAEC  SO0ElG  YAUKOKOPTIKOELSWV
(<7,5mg/nuépa). Na TNV avtlHeTWrion tng apdpitidog €xeL xpnotpomnownbei emiong n
Aeprouvopibn®’ pe kahd amotedéopata oe pkpd aptdpd acBeviv. OL TEPLOCOTEPOL
eldlkol &g ouviotouv TN Yopnynon anti-TNF-a mapayoviwv wg Bepameia tng

apBpitiSoc oto cuotnpatikd okAnpoSeppas.

H. NpooBoAn Kapdiag

Aev umtapyxouv £1l81kéC odnyiec. Avaloya pe to £i60G TG TPOOPBOANC (KOWALOKEC
oppuBuisg, mMANPNG appuduio, KOATTOKOWNAKOC OTTOKAELOMOG, SlaoTtoAlkr r/kat
ouotoAlkr) SuoAeltoupyla aplotepi Kollag, Loxalulky puokapdlaky vooog,
KapSlakn avenmdpkela) edapuolovral Ta avtiotolyo BEpAMEUTIKA TPWTOKOAAA TNG

kapSlohoyiag

O. EpBoAlacpoi oto TKAnPOSEpUOL

e Agv umdpxel avievdelln otn xopnynon adpavomolnpévwy, TOELKOYEVVWY N
euBoAiwv umopovadwyv oe acBeveic pe ocuoTnUatikd okAnpodepua, mou AapuBdavouv

9



OVOOOKQATAOTOATIK aywyr. Qotoco emeldn n avoolakn KAAuyn o€ autoug Toug
ooBevelc evdéxetal va  UTOAE(METAL, WTTOPEL VA  XPELOOTOUV TEPLOCOTEPES
QVaUVNOTIKEG SOOELG.

e JTouG¢ aoBevelc HE  OUOTNUOTIKO  OKANPOSepua, ToOu  Aappavouv
0VOOOKATAOTAATIKA aywyn avtevdeikvuvtal ta {wvta e€aobevnuéva epoAla.

e Edpoocov amatteital, o eUPOAAOUOC €lval TPOTIUOTEPO Vo OAOKANPWVETAL
Touhdyloto 3-4 eBdouadec mpo NG £vapéng TNG AvoooKATOOTOANG. EVOAAAKTIKA,
{wvta guPoAlila pmopolv va xopnynBouv otoug aocBevelc pe okAnpodepua Tou
AapBdvouv  avOOOKATAOTOA} TOUAGXIOTO 3  HAVEC HETA TO TEPOG TNG
O0VOOOKATAOTAATIKAG aywyng, avta cuvumoloyilovtag to €i6o¢ kat tn Baputnta
™G AndBeiocas avoooKATAOTAATIKAG AywynG.

e Toviletal n onuacio Tou €TOLOU AVTLYPUUTKOU €UBoAlacpol KaBwg Kol Tou

QVTUTVEU LOVLIOKOKKLKOU €UBOALACHOU QUTWV TwV aoBevmv>’

l. Yrootnpwktik) Mn @appakeutiky Aywyn

Me &ebopévn tnVv TEPACTLO EMLPBAPUVON TIOU EMLPEPEL TO CUCTNUATIKO OKANPOSEPUQ
oTNV KOBNUEPLVOTNTA TWV TTAOYXOVIWY, EMNPEAIOVIAC UL OELPA OO TTOPAUETPOUG
OTIWG €lvalL N KAVOTNTA YL AOKNON, N AEITOUPYLKOTNTA TWV XEPLWYV, N ELKOVA TOU
owpatog, n oe€oualikn Aettoupyia, o UMVOG, N LKAVOTNTA Yyl gpyacia K.a., yivetatl
avtAnmTn n Wlaitepn onpacio Twv pn GapUaKEUTIKWY UTTOOTNPLKTIKWY Beparmelwv.
MNpoéodata SNUOCLEUTNKE HLA OELPA OO 08NYIEG OXETIKA UE TG HN GAPUOKEUTLKEG
OEpATMEUTIKEG TAPEUPACELG TTOU TIPOTELVOVTAL WG KATAAANAEG yla TOUC aoBeveic pe

okAnpddeppa®. Se autéc mephapBavovtal HeTafy GAwV:

o QuoloBeparneia/epyobepamneia ylo tn PeAtiwon NG AELTOUPYLKOTNTAG TWV
XEPLWV.

e Opadeg aAAnAoBonBeloc- diktua umootnpEng Héow tnAedwvou i dladiktuou

yta Juxohoyikr evioxuon/BeAtiwon tng IKOVAC TOU CWHATOC K.
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JUMTTEpALOLOTOL

H BepameuTik OVTILETWITLON TOU CUOTNUATIKOU OKANPOSEPUATOC €XEL BEAUATIKN
Mpoodo ta TEAeuTald XPOVLA, ETUTPEMOVIAC TNV TMOpEUPAcn o eKONAWOELS TNG
vOoou, OTWG N VEPPLKN Kplon Kal n TIVEULOVLKA apTNPLOKH UTIEPTOON, YLO TIC OTIOLEG
HEXPL TIPO €TWV OEV UTNPXE KOMLO OMOTEAECHATIKY QVIWETWIION. MapdAa auta,
HEXpL onuepa, Oev €xel PpeBel dappako TOU va TPOTMOTOLEL CUVOALKA TNV
gvepyotnta Kot €EEAEN TOu OKAnpodépupatog. Q¢ ek TOUTOU N TPoomaABela
otpEdetal otn BeATIWON TWV CUUMTWHATWY ATO TA ETUUEPOUG OpyOvVa CTOXOUC TTOU
To voonua mARTrel. KaBwg n maboyévela Tou OUOCTNUATIKOU OKANPOSEPUATOG
yivetal 6Ao kal o KoAUTEpa Kotavontr, VEolL Bepameutikol otoxoL emAéyovTal
ouvexwe!! pe amwrepo okomd TNV avdartuén Véwv okeuaoudtwv Tou Ba eivat

0o0PaAECTEPQ KOL ATTOTEAECUOTIKOTEPA ATIO TA 16N UTIAP)XOVTAL.

OL mapouvoeg koateuBuvinple¢ odbnyle¢ otnpilovtal kupiwg o mpoodata
dnuootlevpéveg cuotaocelg tTng EULAR-EUSTAR Kal TwV QmOTEAECUATWY ETUAEYUEVWY
HEAETWVY. € QPKETEC TMEPUTTWOELS TTOU Oev umapyouv emapkn dsedopéva yla tnv
TeEKUNPlwon  TNG  QMOTEAECHATIKOTNTAG MG  Bepameutikng  mapéufaong,

napouaotaletal n ouvnONng mpaktiki BacllOPevn OTN YVWUN TWV ELSKWV.

Ol ouotaoelg mou avadépOnkav amookomouv povo otn SteukdAuvon tng ARYng
KAWVIKWV amodAoswv Kal o€ kapla mepimtwon dgv unokaBblotolv TNV Kpion Ttou
KAWVIKOU ylatpou. Itnv teAlkn Stapdpdwon evog Bepameutikol oXUATOG, EKTOC Ao
TG evdellelg kal avtevdeielg tng ekdotote Oepameiog Ba mpémel mavia va
ouvurmoAoyilovtal Kot AAAEC TIAPALETPOL OTIWE TO KOOTOC Kat N Stabeouotnta Kabe
Bepameiag, ol ouvOnkeg tng {wNAG Kal oL emBUUIeEC Tou aoBevoug, Kal Kuplwg n

' ' ' J ' J 2
BopUTNTa KAt TO LSLATEPO XAPOKTNPLOTIKA TOU VOOHaTOC oe KGBe acBevr.
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Abstract

Treatment of systemic sclerosis (SSc) can be exceptionally challenging. As there is no
effective therapy capable of modifying the natural course of the disease, current
approaches are targeted against the organ-specific manifestations of each individual
patient. Herein we perform a review of the literature pertaining to the evidence
based treatment of SSc, on the basis of the recommendations recently issued by
EULAR-EUSTAR and other selected data. More specifically, skin involvement,
serositis or arthritis in patients with SSc can be managed with methotrexate, alone
or in combination with low dose corticosteroids. For the treatment of Raynaud's
phenomenon and digital ulcers high dose calcium-channel blockers are indicated,
while refractory cases can be managed with intravenous prostanoids. Bosentan also
has a role in the prevention of digital ulcers. Pulmonary arterial hypertension is
managed depending on the functional stage of the patient, with endothelin-1
receptor antagonists, phosphodiesterase-5 inhibitors, prostacyclin analogues or
combinations of the above. For the treatment of SSc-associated interstitial lung
disease current guidelines support the administration of oral or intravenous pulses
of cyclophoshamide, possibly in addition to oral corticosteroids , for a period of 6-12
months. Azathioprine or mycophenolate mophetil are given as maintenance therapy
thereafter. Scleroderma renal crisis is managed with high- dose angiotensin
converting enzyme inhibitors. Gastrointestinal complications require treatment with
proton pump inhibitors, domperidon, cyclical schemes of antibiotics and octreotid
in various combinations. The final choice of the best for each patient therapeutic

approach is based on the clinical judgement of the treating physician.
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Mivakag 1. tafvounon Ttwv ooBevwv HE TIVEUHOVIKN UMEPTaon PACEL Tou

Aettoupytkou otadiou katd New York Heart Association (WHO 1998)

Aettoupytko otaduo |

AcBevelg pe mvevpoviky UTEpTaon OAAA Xwpilg ouvakoAouBo
TIEPLOPLOUO TNG kavotnTag yla ¢uoky OSpaotnplotnta. H
ouvnOng duokn Spaoctnpotnta 6ev mpokaAel Sdvomvola N

KOTIWaoT, TOVO 0To 0THBO0G, 1 PO-CUYKOTITLKO EMELCOSL0

Aettoupyko otadio i

AcBevel¢ HME TIVEUMOVIKA) UTEPTOCN TIOU  CUVETAYETOL
TIEPLOPLOUO TNG LKOVOTNTAG Yo GuOoLKn Spactnplotnta. Xwpig
€VOYANOELG oTnv avamnauon. H ouvnong ¢uoikn dpaoctnplotnta
npokaAel dvomvola 1 Komwon, movo oto otnbog, n Tpo-

OUYKOTITIKO ETELOOSILO.

Aettoupyko otadio i

A0BEVEIC |UE TIVEULOVLKA UTIEPTOON TIOU CUVETIAYETOL ONUAVILKO
TIEPLOPLOUO TNG LKOVOTNTAG Yla PUOLKN Spactnplotnta. Xwpig
EVOYANOELG OTNV avamnauon. Hmotepn tng ouvnboug ¢uaotkn
Opaotnplotnta mpokaAel Sdvomvolwa 1 KOMwOon, TOVO OTo

otnB0¢, 1 TPO-CUYKOTITIKO EMELOOSILO.

AeLtoupyko otadio VI

AoBevei¢ Me Tmveupoviki Uuméptacn Tou aduvatouv va
emuteAécouv  omoiadnmote  ¢uaolk  Spaotnplotnta  Xwpeic
oupntwpata. Ot acBeveic epdavilouvv onueia Se€Lac KAPSLOKNG
avemapkelag. Avomvola f/kot KOmwaon ekdnAwvovtal akoun Kat
otnv  avamouon. Omnowdnmote ¢uolky  Spaotnplotnta

ETUOEWVWVEL TN CUMMTWHATOAOYLA TOUG.
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