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Anprtpng Mntotag
AMepyloroyog Maidwv & EvnAikwy
Emiotnpuovikog Zuvepyams AAAepylodoyikd Tunua
B’ MaSiatpikr KAwvikn Mavemompiov ABnvwv

Tic teheutaieg U0 SekaeTieg £xouv epdavioTel TOMEG SLadOPETIKEG TAELVOUNOELG
TWV NWooPAkwv mabnoewv. AUTEG SLatpexouv eupuTato GACHA ELBLKOTATWY
(maBoAoyia, madlatpikn, apatodoyia, pevpatoloyia, aAAepyloloyia K.A.) Kat
£€Xouv cUUBAAAEL OTN CUYXLON TIOU TTOPATNPELTAL OXETIKA LE OPLOMOUC KOL KpLTrpLa
S1ayvwongc. ITIG TEPLOCOTEPEC TIEPUTTWOELC, N aAnAosmKAAUL P TOUG lval
onuavtikn oA Sev £xel StopopdwOel pLa maykoouLla Kowa anodekt opodwvia.
E€AANOU, n cuveXNG EpEUVa OTOV TOMEN EXEL OONYNOEL OTNV AVAYVWPLON APKETWV
VEWV LOPLOKWY KOL AVOGOAOYLKWVY NXOVLIOHWV Ttou BonBouv otnv KaAltepn
taflvopunon Kot Katavonon Twv nabrioewv autwv.

Méoa oto 2012 dnpooteutnkav U0 MOAU onuavtikd dpbpa ou poceyyilouv Ta
NWOLWOPIALKA VOO LOTO KOLL CUYKEVTPWVOUV guplTaTto Babud opodwviag. Me Baon
0UTA, OTO TOPOV KELPEVO Oa eTIXELPNOEL Pla CUCTNUATLKY TIPOCEYYLON TOU
nadlatpikol acBevouc pe nwotvodihia pe Epdacn otn SLayvVwaoTLK TPOoTIEAACN
kat ta§lvopnon n omoia kat Ba kaboploet TIg ELOLIKEG BEPATIEVTIKEG ETLAOYEG.

®ducloloyia nwowodilwv

To avwtepo 0plo tocootol nwolvodilwv otnv mepidepeta eivat 3-5% pe andAuto
apBpd ta 350-500 kuttapa/mm?3. Yo Gpuctohoyikéc GuVBRKeC, Ta OpLa autd
puBuifovtal oteva UTO TNV enidpacn SIKTUOU KUTTAPOKIVWY OTwG ot IL-3, IL-5 kat
GM-CSF, kUplotL mapaywyol Twv onmoilwv ival ta evepyornotnuéva T Aepdokitropa,
HOOTOKUTTAPA KOL KUTTOPO TOU OTPWHATOC. Ta nwowvodha, Onwg OAa Ta KUTTapa
NG AEUKNG OELPAG, poépyxovTtal armod podpopa CD34+ aiponowntikd kuttapa. Ot
KUTTOPOKIVEC AUTEC puBuilouv OXL LOVO avaTTuEn Kol TTIOAAQTTAQCLOCHO aAAQ KoL
TNV evepyomoinor touc. Autr) cuviotatal otn LETAVACTEUCN O LoTouc/Opyava Omou
dUOCLOAOYIKA UITOPEL VO LNV AVEUPLOKOVTOL KAl TNV TTapaywyr BloAoyikd SpaoTiKwv
Hopiwv Omwe n nwowodAkn umepo&eldaon (EPO), n nwolvodAlkA KaTloviki
npwteivn (ECP) katn peilwv Baokn mpwteivn (MBP). Ze éva npwto otddlo
EMNPEALETAL TO ULIKPOTIEPLBAANOV KAl N OMOLOCTOON TOU 0PYAVOU, AV OUWCE N
gvepyormoinon eivat padlkr) KoL XPOVIKA ETILUOVN EMEPXOVTAL CNUAVTLIKEG SOULKEG
oAayEc onwc ivwon r/kat BpopBwon kat coPapr) opyavikr BAABN. Zto pUeAd Twv
00TWV T NWowodla aveépyovtal o 1-6% kat puololoyikd Bplokovtal (o€



oplOpouc oxL KaBoplopevoug Kal Kowva anodektoug) ota deutepoyevi Aepudika
opyava (omAnva kot Aspudpadevec), To BUHO KAl TO YAOTPEVTIEPLIKO BAEVVOYOVO OO TO
OTOMAXL LEXPL TO TtaXU EVTEPO. ZTA UTIOAOUTA Opyava GUCLOAOYLKA SEV UTIAPXOUV
nwowvodpla kat dv avixvelovial oL NWOWOPIALKEG TPWTEIVEG.

Oplopot

H ab€non twv nwotvodilwv otnv nepidpepela pmopel va eivat Rra (500-
1,500kUttapa/mm?), uétpla fj ekoeonuacuévn (1,500-5,000 kutrapa/mm?) kat
Bapeld i padkr (>5,000 kOttapa/mm?). e kdBe nepintwon autd kaeitat
nwotwvodAia kot ouolaoTikd UTToSNAWVEL TNV aUENon Twv nwolvodilwv og pia
OPLOPEVN XPOVIKH OTLYHH TTAVW oo To GucLohoykd 6pLo Twv 500 kuttdpwy/mm?>.

Q¢ unepnwotvodidia (HE) opiletat:

1. n avixveuon oto aipa>1,500 kUTtapwv/mm? (8nAadr touddytotov BaBpdc
HETPLOG NWOoLvodLAiag) og U0 XPOVIKEG TTEPUTTWOELG PE SldoTnpa ToUAdxLotov 1
uNvog (mepldepikn untepnwotvodlia). Eniong,

2. ev yével kaOe mepintwon dtBnong opydvou oto omoio 6e PpilokeTal
duoLloAoykog aplBpog 1 evepyotnta nwolvodidwv ovopdletal umtepnwaolvodpiia
(totikn umepnwotvoddia). Ta KPLTAPLA OE AUTAV TNV MEPLTTWON eV gival coPwg
OpPLOMEVA Kal aprVETOL OTNV Kplon Tou Latpol o omolog aloAOYEL TTOLOTIKA KoL
NUUTOCOTIKA XaPaKTNPLOTIKA TNG Blodiag. ELSIKA yla To HUEAS TwV 00TWV T
nwowod\a mpémnet va eivatl >20% Twv EUNUPNVWV KUTTAPWV.

IXETIKA E TO TTAPATIAVW TOVIZETOL OTL OV KATA TNV tapouciocn Tou acbevolg
T(POKUTITEL opyavikn BAABN mou amodidetal ota nwowvodlAa, To KPLTAPLO TOU
XPOVLKOU SL1o0TAUATOG UNVOG eV amatteital wote va pnv eUnodLoTeL N €ykalpn
€vapén aywyng. 2tnv nepimtwon dtnong opyavwy, n aviyveuon mpoloviwv
nwowodilwv (m.x. Otikég eldikéC xpwoelg yia EPO, ECP r} MBP) apkel yia va
otolxeloBetnOel unepnwaolvoddia akopa KoL €M pn eVpeong LeyaAou aplBuou
nwowodilwv. TEAOG, Uropel va UTIAPXEL LOTIKN hwolvodia xwpig avtiotown
nepldpepikn (oto aipa) — ouvABwG, WoTOCOo, AVASELKVUETAL TOUAAXLOTOV
nwowodia (8nhadh >500 kittapa/mm?).

Q¢ unepnwotvodAké cuvdpopo (HES) opiletal kade nepintwon nepldepikng
untepnwowvodiag ouv opyavikr BAaBNn/SucAettoupyia evoc f MEPLOCOTEPWV
opyavwv mou armodidetal oTnV Mopousio NwaolvodiAwv.

Onwg KaL oTtnV TPonyoUUEeVn Tiepimtwon, evOeil€elg emikeipevng coBaprg opyavikng
BAABNG, aipel TV avaykn dU0 SLOSOXIKWVY PETPHOEWVY KOL O OPLOUOC TOU CUVEPOUOU
LOXVUEL AKOUO KOL WE pia pétpnon. H opyavikn BAaBn/SuoAettoupyia



otolxeloBeteital anod Betikr Bloyia (He KpLTAPLA WG AVW) CUV OTOLXELD tvwong
(mvebpova, kapdlac, SEPUATOC, YAOTPEVTIEPLKOU K.A) 1) BOpouBwong (He A xwplc
Bpoppoepupolriopo) n depuatikwy BAaBwv (m.x. oldnua, eEEAKWOELS, KVNOMOG,
€klepa) N Kevtpkn/mepldepikn veupomndbeta. Inaviotepa npooBaiidpeva dpyava
elval ol vedpol, To Amap, To MAYKPEAC K.4.

TENoG, uTtApXEL pLa EKTEVHG AloTa VOOWV OTLG OTtOLEG TTAOXEL LOVO EVaL OpYOVO KOl
OTLG OTTOLEC aviyvelovTal NWolvodIAa (0pyaVOo-ELOLKEG VOOOL OXETL{ONEVEG HE
nwowodha). Autég de yapaktnpilovrol wg uTEPNWOoLVOPIALKO cUVSpoo EMELSA N
opyavikn BAaBn/ducAettoupyla Sev amodidetal Kuplwg otnV Mapouacia
nwowoodilwv.

Ao toug opLlopoug otn Stdyvwon

ATIAOUGTEUTIKA, OL OpOL UTIEPNWOLVODIALKO GUVEPOUO Kol uTtEpnwaolvodAia
Sl0p£POUV LOVO OTO KATA TIOCOV UTTAPXEL 1} €V UTTAPXEL, OVTIOTOLXQ, OPYAVLKNA
nipooBoAn. Eivat e€atpetika xprolpo va opilovrtal pe cadrnvela, wotdooo ds Bonbave
dlaitepa ot SLOYVWOTIKI TTPOCTIEAQON).

AvtiBeta, n avénon Twv nwolvodiAwy, MPWTIOTWCE Yo AOyoug Katavonong aAAd Kot
yla TV mepattépw dtayvwoTtikn kabodnynon, elvat e§alpeTikA XpA oo va
Slaxwplotel eite o avtidpaotikn, eite o€ KAWVLKNA. Kot oTig 500 MEPUTTWOELS
UTLAPXEL EKTEVNG AlOoTO SLOYVWOEWV TIOU TIPOKAAOUV QUTHV TNV UTLEPAVTLOPAOTIKA N
KAWVLKN uTtepnwolvodAia Kol TIPOKELUEVOU O LATPOG v PTACEL 0TV 0poN
Slayvwaon XpelaleTal EKTEVAG KoL XpovoBopog TIOAAEC HOPEG EpyAOTNPLAKOC EAEYXOG.
Elvatl moAU onuavTiko EMOUEVWCE OL OpOL UTEPNWOLVOPIALKO cUVEPOUO Kal
unepnwowvodlia va Bewpouvtal mapodikol OpoL epyaciag, LexpL va yivel n opon
Talvopnon tou acBevoug og KATIOL A0 TIG AVTLOPAOTIKES } KAWVIKEG VOOOUG.

Avtibpaotikn (beuteponadnc) untepnwotvo@idia

To mpwTto SlayvwaoTiko Bripa eivatl auto tng evpeong Bavoul aLTiov avTldpaoTIKAG
unepnwowvoddiog. Autd sival motkida kat apopouv oe TTOANEG UTIOELSLIKOTNTEG. H
avénon twv nwowvodilwv odpeileTal kKupiwg o AuENUEVN Tapaywyn Twv
KUTTAPOKLVWYV aTto TLG OToleg e§aptdtal n opolootaoct) toug, SnAadn IL-3, GM-CSF
Kal kupiwg IL-5. Aev eivat SnAadn mpoiovta aveéEdeyktou MOANATTAQCLACHOU EVOC
opxlkoL KUTtapou. Mmopel va sival mapodikn, emelcodLakn 1 enipovn. Meyalog
apLOUOG KAWVIKA pdavwV A KoL UTTOKALVIKWVY LWOEWV UITOPEL va eudavioTouV wg
nwowvodlia n omoia OPWE OTLG TEPLOCOTEPEG TMEPUTTWOELG Elval Ttapodikn. MNa
QUTOV To AOYO, Kal €Tl un epdavouls 1 enelyovoag opyavikng BAABNG, n emavaindn



NG LETPNONG LETA ATt £va Pva Elval KPLTAPLO UTEPNWOLVODIALOC — oV aUTH
ETUUEVEL TOTE KPLVETAL avayKala n mepALTEpW gpyaotnplakn dtepevvnon. Ta mLo
ouxVa attia enipovng nWolvodAiog eival oL TOPACITWOELG, Ol ATOTUKEG/AAAEPYIKEG
voool, avtldpdoelg o pappaka KaBwE KoL OPLOUEVEG AUTOAVOOEG VOOOL.

Mapacttwoelg

H ouxvotnta TwV MopaAcITKWY AOLUWEEWV TEIVEL TA TEAEUTALA XPOVLa va auénBetl Katl
QIOTEAEL QMO TA TTILO CUXVA QLTI ACUUMTWHATIKAG uTtepnwotvodhiag. Tagidia o
EVONULKEG TIEPLOXEG, TOON VEPOU UN EAEYUEVOU, BPWON WHWV AQXOVIKWY KoL
KPEATWV, CUXVEC eTADEC HE LWA-EVOLAPETOUG EEVIOTEG K.l ATOTEAOUV ONUAVTIKOUC
TapAyoVvteg KivdUvou. Ot eAULVOLACELS TIC TTEPLOCOTEPEC GOPEC SEV TPOKAAOUV
dlaitepn voonpotnTa KATL ToU odelleTal eV LEPEL Kal oTNV TTOAU 1SLaitepn
oAANAeTtidpaon mou €xeL avamtuxBel peTafy auTwY KaL TOU AVOCOTIOLNTLKOU
ocuotApatog. H ka®’umepoxnvTh2 avildpaotikdtnta EUVOEL TNV Mapaywyn
Nwowvodidwv o pOAOG TWV OTOLWV OTNV AVILUETWTILON TWV TAPACITWY eV elval
OTOAUTO XOPOAKTNPLOUEVOC. I KAOE ePIMTWOoN, PalVETAL TTWG TA NWOLWVOPIAa TNV
TeEPLPEPELD AUEAVOUV KATA TNV QULUATIKN Ao Tou KUKAOU {WN¢ TWV MOpAcTwV EVW
HELWVOVTAL OTOV QUTA TIEPLXOPOAKWVOVTOL OTOUG LOTOUG (TT.X. TIVEULOVEG, EVTEPO
K.ATL.).

AuTo amotelel Kot To KUpLo TPOBANUA ot SLayvwoTIKA TIPOCEYYLON TwV aLoBevwV.
Ol ULKPOOKOTIKEG KOLL TLAPOLOLTOAOYLKEG EEETACELG KOTIPAVWY OTTOCKOTIOUV OTNV
geupeon wapiwv’ avtd dev epdavilovral pe otabepd pubud Kol EMOUEVWE N
gvaloOnola tng e€€taonc eival mapa moAU pKper). AltaltoUvTot TOUAGXLOTOV TPELG
(600 mepLocOTEPEC TOGO KOAUTEPQ) O SLAPOPETIKEC XPOVIKEC OTLYLEC TIPOKELUEVOU
va auénBel n mBavotnta Betikng Stdyvwong. Emt kKAwikig umtoPiag, o0 0poAoyLKOG
€Aeyxo¢ (avixveuon avIloWHUATWY YL EXLVOKOKKO, TOEOKAPA, OXLOTOCW AL,
strongyloides k.Amt.) elvat 18laitepa xprowog. OvtoAoyikad, mapdotta Omwe N
ookapida, To aKAPEA TNG OLKLAKAC OKOVNG, N Kotoopida Kol TO mopAoito TwV
Paplwv anisakis (mpokalel TpodIkEC AAAEPYLKEG EKONAWOELC KOl OTOUC avOpwrouc)
elval mapopoLa Kot LoLpdlovtal avILyoVIKOUG ETUTOTIOUG. OETIKA, AoLTov, SEpUATIKA
TEOT VUYUOU oTa teAeutaia amoteAolv EUUECOUC EIKTEG MOPACITWONG KoL TO
televutaio Staotnpa xpnoomnolouvtat otn Movada pag pe Wlaitepn emtuyia.
ErtutAéov éleyxog pe aktivoypadia n CT Bwpaka, CT ) U/S koiag, HKI  U/S
KapSLag kabopilletal avaAoya HE TO CUUMTWHATO, TO LOTOPLKO £KBEONC K.ATL.

Atomia/AAAepykéG VOGOL

H atorukn depuatitida kat, kupiwg, n aAlepytkn pwvitida kat to aAAEPYLKO AoOua
QTOTEAOUV TO GUXVOTEPO AlTIO NwaolvodAiag. Auth OUWG, oTtavia GTAVEL oTa
enineda unepnwowodiag (6nAadr >1,500 kittapa/mm?). To LoTOPLKO ATOTUKAC
Seppatitidag, evbexouevwy TPodIKwY AAAEPYLWV KOL TO OLKOYEVELAKO LOTOPLKO OE
ouVSLOOUO e aAepYLOAOYLKO EAEYXO (SepATIKEG SOKLUAGCLEG KaL avixveuon eLOIKwY
IgEotov opo6 pe RAST/CAP) BonBave onpavtikd otn Stayvwon e8ikd o€ nAKieg omou



N oupntwpatoAoyia dev eivat amoluta EekaBapo av opelleTal o APLYWS
HUETAAOLUWOEC OTOLXELO 1) AV CUVUTIAPXEL KAl OAAEPYIKO UTIOOTPWHA. Q0TOC00, 0 TIOAU
MEYAAOG ETIMOAACUOG TWV VOOWV QUTWV O cUVSLACOUO E TNV ATILA NwolvodAia
TIou TpoKaAoLV, kaBLoToUV avaykaio Tn cuvEXLon TNG SLAYVWOTIKAG TIPOCTIEAACNG
o€ Mepintwon unepnwaolvoddiog kabBwe ivat mBavo va UTIOKPUTTETAL Kol GAAN
vO0OG.

Avtidpaosig os @apuoka

Hwowodia propet va npokaléoel n APn ovoLlaotikd onoloudnmote
OKEVAOUOTOC POPHUAKEUTIKOU, opolomadntikol 1 cupnmAnpwuatog dtatpodng. H
Nwowodia og TTOAEC TEPUTTWOELG (VAL LCUUTITWLATIKY OTIWCE YLa TIapAdSeLy o
HETA aro ANPn B-AOKTAULKWY AVTLBLOTIKWYV 1) CUUTANPpWHATWY Statpodrc. Ta
cUMTTTWHOTO Urtopel va adopouv o€ Eva Opyavo oToxo (opyavoeLldikn) omwe yla
napadelypa vedpitida amno B-Aaktapikd, ayyelitido ano teTpakukAiveg kot
OAAOTIOUPLVOAN, TIVEUOVITIOO OO N OTEPOELSH avTlpAeypovwdn Kot UITAEOMUKIVN,
puokapditida amo pavitdivn kot aAAa TIoAAQ.

Y€ MEPUMTWON CUCTNUATIKWY CUUTITWHATWY Lolaitepn mpocoxn XPeLaleTal To
ouvdpopo DRESS (Drug-Related Eosinophilia with Systemic Symptoms) mtou €xel wg
KUPLOTEPQ OLLTLOL TOL AVTLETUANTITIKA pApUaKA, TG COUADOVAULSES KaL TNV
aAAomoupvoAn. EkdnAwvetal pe Seppatikd, Kupiwg KaBoAko kat e€€pubpo,
e€avOnua, Tupeto, mepldepikr umtepnwaolvodAia, avarLpio Kot AEUKOKUTTAPWON Kal
TipooBoAn opyavwy Omwe To ATtap (av§non Tpavoaulvacwy). Auta Ta eupRuaTa
Toviletal OtL 6ev epdavidovral OAa poall, aAAd xpovika Stadéxetal To €va to aAAo
KOlL ETTOUEVWG N OLTLOKI) CUCXETLON £ival TIOAAEC dopEG SUOGKOAN. MapaAAnAa n Andin
TOU EVOXOTIOLOUHEVOU PapUAKoU Umopel va €xeL tponynOet pepikég eBdoudadeg
MEXPL KOL LAVEG KOl EMOMEVWE N AP N akpLBoUg GapUAKEUTIKOU LOTOPLKOU UMOopEL
va odnynoeL otn cwoth dtayvwon. O UNXaviopnog emaywyng tou DRESS bev eivat
YVWoTOoc, daivetal otL n avalwnipwon Wwv onwc o HHV-6 mailel onuavtiko poio.

AvTtoGvooeg voool

ATO TIG UTOAVOOEG VOOOUG, QLUTEG TTOU Xapaktnpilovtal and nwowvodhia givat ot
ayyelitida Wegener kat 1o cuvdpopo (ayyetitida) Churg-Strauss. Zta mAaiola Tng
YEVLKOTEPNC SLEYEPONG TOU VOCGOTIOLNTLKOU O€ QUTOUG TouG aloBeveig mapayovral
QUENUEVEC TOGOTNTEG KUTTAPOKLVWY TIOU EUVOOUV TNV nwalvodllomoinon. Zuvidwg
bev glval ACUUTTTWHATIKEG KoL N nwowvodAla aveupilokeTal oTa MAALoLa TG
SLayvwong tng vooou n omoLa xapaktnpiletal ano mUpeTd, CUOTNHATIKA
CUMTTTWHOTO OTIWG apOpalyieg katl kataBoAr, cuvnBwWE TVEUOVLIKA Kal VEDPLKA
gupnuota. Epyaotnplaka EKTOC TwWV cUVNOLOUEVWY OVOOOAOYIKWY EEETACEWY, TO
OVTLOWHOTO £VAVTL KUTTOPOTAACUATOC TwV oudetepodilwy c-ANCA kat p-ANCA
elvat blaitepa BonOntikd otn Stdyvwon. To cuvépopo nwovodhiag-pualyiag
elval e€alpeTikd omavLo Kal xapaktnpiletal oo SEPUATIKEG KOL VEUPOAOYLKEG
eKONAWOELG — N eTLONULKN TOU popdr) oxeTileTal pe tnv €kBeon o€ L-tpumttodavn.



AM\EC AUTOAVOOEG VOOOL OTIWGE O CUCTNHATIKOC epuBnuatwdng AUKog, To cuvdpopo
Sjogren’s K.d.. UTTOPEL omaAvLa o€ Kamola ¢pAaon TN XpOviag mopeiag Toug va
ocuvobevovtal anod nwowodiia.

0pyavoeldikég vdool Tov cuvodsvovtal and nwowo@iia

OL TtpoNyoUHEVEG KOTNYOpPLEG €lval LAAAOV CUCTNUOTIKEG VOOOL UTIO TNV £vvola OTL
TO CUUMTWH AT adhOPOUV OE TEPLOCOTEPQ ATIO VAL CUOTAHOTA. AVTIOPAOTIKN
neplpepkn umepnwovodlia, Opwg, oe dAAote Ao Babuod punopet va mapatnpnOet
KOl OE OPYAVOELSLKEG VOOOUG. Toviletal OTL n SLdyvwon toug npoUnoBETeL Tov
OTTOKAELOUO CUOTNHATLKAC VOOOU OoTa IMAALoLa TNC Omoiag UTIAPXEL N CUYKEKPLUEVN
opyavikn TPpooBoAn.

H ouxvotepn opdda ivat ot NWOoLVOPIALKEG TIPOGBOAEG TOU YAOTPEVTEPLKOU
OUOTNUATOG HE TN HopdN TNG NWOLVodIALKAC olcodayitidag Kal TG NWOLVOPIAKNAG
yaotpevtepitidag n koAttidag. MpoKeLltal ylo VOOOUC TToU Ta TEAEUTALO XpoOvLa
auvéAavouv BEAPATIKA 0€ CUXVOTNTA OTA MAALOLA TNG YEVLIKOTEPNG AUENONG TWV
OAAEPYLKWV VOO UATWV. H nwowvodAikr olcodayitida ekdnAwvetat avaloya e
™V NAWKLa Kal Tn SLApKELA TNC VOOOU UE AmAR amooTtpod O GUYKEKPLUEVEG TPOPEC,
avaywyEg, Kaloocg Kol GAyoc otnv Katanoon, Suokatamooia f/kat evaprvwon
TPodNnG. H dtayvwon lval KALVIKOEPYAOTNPLOKH Kal KEVTPLKO poAo mtailel n Bloyia n
omola avadelkviel nwowvodAik 61iBnon o€ 6Ao to PRKOG Tou oloodpAyou
(urtevBupiZetal 0tL 0 oloodayog otepeital puctoloyikd nwovodilwv),
EVEPYOTIOINON AUTWV E ATIOKOKKIWOH KAl OXNHOTIOMO ATOCTNHATIWVY.
YMOOTNPLKTIKA KAl ylot TNV EMAOYA TNG KATAAANANC aywyng YIVETAL EKTEVAC
OAAEPYLOAOYLKOG EAEYXOC O OTIOLOC ATIOCKOTIEL OTNV OvayVwPELon UTELBUVWVY TPOPWV
KalL TNV QIMOLAKPUVGOH TOUG.

H nwowodikn yaotpevrepitida/koAitida eival oraviotepn aAAd Kal auTh
xapaktnpiletal anod napoucia av§npévou aplBou EVEPYOTIONUEVWVY NWolVodiAwy
otLs BoYieg. Edw, n B€on 6mou 6inBouv Ta nwolvodla kabopilel v MoAAoiG Kot Ta
CUMTTTWHOTO KABwWE av elvat BAEVVOYOVIKI UTIAPXOUV KUPLWG SLAPPOLEG Kal aipa
oTa KOTIPAVA, OV ELVOLL OTOV HULKO XLTWVA KOWLAKO GAYOC KOl LETEWPLOUOC EVW
UTTOTIEPLTOVAIKN TIPooBoAN xapaktnpiletal MoANEG Ppopéc amd aokntn. To eninedo
nipooBoAng kaBopilel kat TNV mapoucia nwowodilwv otnv nepLdpEpeLa n omoia
elval peyoAUtepn 600 1o «Babela» autd Bplokovtal otn Boyia. Tuvnbwe n
unepnwovodhia eivat Ama, Alyotepo PETPLA Kal omavia UPnAn.

TéAog, nwolwvodia mapatnpeitol Kal o€ TaLdLd e KOWALOKAKN KOL ETIOUEVWG
€Aeyxoq pe aviiowpata IgA kat IgG évavtL tpavoyAoutapvaong kat IgA évavtt
evbopuaoiou kpivetal amopaitntog Kabwg n cupnTwpatoAoyia prmopet va eivat
dlaitepa appAnxpen.



AM\eG opyavoelSIKEG vOoOL TTOU ekdnAwvovtal pe uriepnwotvodiia eivat ot
NWOLWOPIALKEG TIVEUOVLIEG KoL | aAAEPYLKN) BPOYXOTIVEUHOVLKN aloTiEPYIAWGT OMOTE
anapaitntog eivat avdloya o €Aeyxog Le orpopetpnon, CT Bwpaka, r Kat
0pPOAOYLKOG/OAAEPYLOAOYLKOG VLot aoTtEPYIAWOT. ZTAVLIOTEPEG VOOOL ElvaL N
NWowodALkn epttovaitida (xapaktnpLoTikn deppatiky mpooBoAn), n
NWoWoPALKA puokapditida, N nwowodAikr pnviyyitda kot ot mpoavadepbeioeg
Slapeoeg vedpitideg (kUplo aALtio ta pappaka).

KAwvikn (mpwtonadrc) unepnwaotvopidia

H mAéov npdodatn tafvounon twv pueroeldwyv veormhaolwy, cupdwva pe tov NOY,
dnuootevtnke to 2008. € authv T Alota n «Xpovia nwotvodhikr) Asuxatpia, mou
Sev odeiletal oe aAAo veomAaopa» glval pia amod TG OKTW UTIOKATNYOPLEG TWV
HUEAOUTIEPTIAQOTLKWY VEOTIAACHATWY KOl UTIPXE KAL OTLG TIPONYOUEVES
Ta§lvopnoelg. EmutAéov 0w, KAl WG AMOTEAECHA KAL avVayvwpELon TG Stapkoug
avakaAuPng VEWV LOPLOKWY KNXOVLOUWY TToU 08nyouV o€ KAWVLKA
untepnwowvodilia, Snuioupyndnke pia véa katnyopla, autr Twv « Mueloeldwv Kot
Aepdoeldwv veomlaopatwy pe cuvodo nwotvodihia kot Statapoaxég tou PDGFRA,
PDGFRB i} FGFR1». Ol pnxaviopol HEoW TWV Omoiwv TIPOKUTITEL N KAWVLKA Statapaxn
bev glval 0TOUG OKOTIOUG AUTOU TOU KELEVOU. AUTO OLWG TTIOU €XEL OhUACLa vaL
TovloTel elval OTL oTnV opdda auTh aVKOUV VOOOL OTLG OTIOLEG O NWOLVOPIALKOG
TANBUOUOC lval TPOIOV EVOC apXLKOU KUTTAPOU TO omoio £xel TeBel og aveEleykto
oA\ amAacLlaopo e€attiog CUYKEKPLUEVNC YovISLaKkng ouvBeonc.

OL KAWVLIKEG EKONAWOELG TNG KAWVLKAG UTIEPNWOLVOIALOC TIOLKIAOUV
avtikatontpilovtag tnv etepoyEvela g maboduactoloyiag. Ta mo Kowa
CUMMTWHOTO Elval YEVIKEUPEVN KOTIWoN Kot aduvapia, Brxog, duomvola, Hualyieg,
ayyeLooidnua, mupetog, e€avOnua kat pwvitida. H urmtepnwovodhia eivat katd
KUpLo Adyo padkn (o€ avadpoputkn peAétn tou 2009 péon T NTav ta 6,600
kUTtapa/mm?, elpoc Tiwv 1,500-400,000 kOTtapa/mm?). Avapio kot Statapox£c
TwvV atponetoAiwv (BpopBormevia cuxvotepa and Bpopfokuttapwon) ival cuxva
gupnuoata. OL avépeg mpooBAANovTaL CUXVOTEPO OE CXECN HE TIC YUVOLKEC KOl OF
kaBe mepimtwon vnoPiag KAwVIKNAG urtepnwotlvodiiag xpeltaletal EAeyxog
evbexouevng kapdlakng pooBoAig (akpdaon yia puohuata, EAEYXOG yLa UTIOVUXLEG
VPO HOELSElg atpoppayieg, U/S kapdiac, HKT k.a.).

MoAU amAeg e€eTAOELG, QAN XPNOLUEG YLO TNV OPXLKH TIPOCEYYLON KAWVLKAG
Slatapaxng, elvat o EAeyxoc mepldpepLkol alpatog oto MAAKAKL (mapouoia BAACTWY,
SUOTTAOOTIKWY KUTTAPWV f} LOVOKUTTAPWONG), N LETpnon B12, tpomovivng kot
Tpumtaong. Emi Betiknc umoyiag, n umevBuvn yoviSlakn dtatapayr mou
nipoavadepOnke emxelpeital va avadexBel kupiwg pe RT-PCR A FISH oto



niepldepIko aipa (aviyvevon tou FIP1L1-PDGFRA yoviSiou), ] KOPUOTUTILKO EAEyXO
otig B€oe1g 4912 (aMa PDGFRA-fusion popia), 5931-33 (PDGFRB) r 8p11-13
(FGFR1). Avahuon petdAaéng oto yovidio KIT (kwdikovio 816) yivetal yia Tov
QTOKAELOUO CUVUTIAPENG CUOTNUATIKAG LOOTOKUTIAPWONG TIOU O PEPLKES
TIEPUTTWOELC oUVOSEVETAL OO NWOLWVOodLAia. ZTOXOG TOU L8LKOU aUTOU EAEYXOU
givat n opBn tafvounon tng untepnwotvodhiag Kkat n akoAoubn bk BepameuTikn
nipooéyylon. OAeG oL MaPATIAVW TIEPUTTWOELG CUVATTOTEAOUV TO HUEAOELSOUC TUTIOU
(M-type) veomhaopa pe nwowvodihia.

Aepdoeldoug tumnovu (L-type) veonmAacpa pe nwaowvodiiia

H unepnwotvodhia e€aAAou pmopel va odpeiletal oe KAwVLIKA enéktoon T-
AepdOKUTTAPWY TTOU TOPAYOUV KUTTAPOKIVEC. H TtEpUMTWOoN auTr) £XEL XOPAKTAPES
T000 pwTtonaBoug (KAwvikétnta twv T Aepdokuttdpwyv) 0co kat dsutepomaboug
(avtdpaotikotnTa TWV NWOoLvodiAwv o€ AUENTIKOUG TOPAYOVTEG) vOooou. H
npwtomnadng vooog punopet va eivatl Hodgkin’s Aépdwpa, T-Aéudpwpa n B
AepdoPBAaoctikr) Asuxatpio/AEUPWHA LLE CUYKEKPLUEVEC YOVISLAKEC avadLaTaelg
(6mwc t(5;14)(g31;932) mou odnyel og avénon tng IL-3). Yrepnapaywyn IL-5 emniong
TIEPLYPADETAL OE APKETEG MEPLUTTWOELG. AOYW AUTWV, N TEAeuTaia opodwvia
taglvopel To L-type veOTAQOUA OTLG AVTLOPAOTIKEG UTIEPNWOLVODLALEG.

KAwika, autol ol aoBeveig xapaktnpilovial kKupiwg and SepUATIKA onUela Kal
CUMTTTWHOTO. Z€ APKETEG TIEPUTTWOELG AVASEIKVUETOL AUENTN CUYKEKPLULEVOU
TAnBuopoU T KUTTApWY, TL.X. SUTAG apvntikwv CD3+CD4-CD8- 1} CD3-CD4+ (ue
KUTTOPOUETPLA porC), i} LOVOKAWVIKWV T Aepudokuttapwyv (pe PCR €leyyo
avadiataéng yovidiwv tou T untodoxa). Opodwvia, WoTdO0, OXETIKA LIE TA KPLTpLaL
Slayvwong Aepdoeldoug tumou umepnwotvodhiag dev umtdpxouv. H auénuévn oAkn
IgE kat n mapaywyn (ektog tng IL-5) kat IL-4/IL-13 untodnAwvel Th2 datwvdtuno ya
outa ta Aspdokuttapa, Kat TaAl 0w, SV elval mavta olyoupn n ottloAoyLkn
OX£0N TOUG HE TNV UTtEpnWaoLvodLAia.

OLKOyevI¢ unEpnwotvoplAia

Mpokettat yla Statapaxn mou petadibetal e EMKPATOUVTA AUTOCWHATIKO TUTIO Kall
xapaktnpiletal anod ekoeonpaopévn nwowvoddia. Opyavik BAABN umtdpxel o€
HEPLKA aTtO TA LEAN TNC OKOYEVELAG. H nwovodhia prmopel va epdavioTel amod Toug
npwtouc 4 punvec Lwng Kat eivat dlaitepa otabepr). To unmtevBuUvoO yovidlo
evtomnietal pev otnv neploxn 5931-g33 aAAa be dpaivetal va oxetileTal pe Ta
yvwotd yovidia kwdikomoinong twv IL-3, IL-5, IL-13 ; GM-CSF. Napd tnv
TIAPATETOUEVN KAl oUVABWG EKOECNMAOUEVN N wowvodLAia, N KAWVLKA TTOpEia TwV



a0Bevwv gival kaAdonobng yeyovog mou amodidetal oto OTL Ta nwaowvodha Sev eivat

EVEPYOTIOLNUEVAL.

Néa mpotelvopevn talvounon

MeTd ta mapamndvw, Kot e§attiag autwy, n Taglvounon mou mpoTelveTal teEAeutaia

oo eUPUTATO APLOUO EBIKWV Ao OAOUC TOUG EUTAEKOUEVOUG TOUELC Yot TV HE

€XeL Onw¢ dpaivetal otov mivaka 1 kat yia to HES otov mivaka 2.

Avadoptlka pe tov mivaka 1 toviovrtat Kat maAL ta €€nc: mpwTtov, ol 0pot HEys kot

HEFA UTTOSNAWVOUV OUGCLAOTIKA AyVOoLa TNG UTTOKELEVNG Slepyaciog Kal EMOUEVWC

emBaietal n mapakoAolOnon yla tnv evdéexopevn petapaon os pia ek twv HEg /

HEn. AgUtepov, akopa Kal auTtég Sev elval TEAKEG Slayvwoelg aAAd amoTEAEoHa

opadormnoinong dLayvwoswv.

Mpotewvopuevn opoloyia Juvtopeuon | NaBoyévela/oplopol

KAnpovouikn (owkoyevnc) HE HEA Ayvwotn moOoyEVeLd, OLKOYEVHG, XWPLG onpela/cupmtwpata
OVOOOQVETIAPKELAG, XwPLg evdeielc HEy 1 HER

HE anpoodloplotng onuaciog HE s XwpL¢ OLKOYEVELOKO LOTOPLKO, Xwpig evdeifelc HEN ) HER,
Xwpic opyavikn BAGPN amodidopevn otnv HE

MNpwtomnabng HEy YTOKEIEVO VEOMAQOUO OPXEYOVWY KUTTAPWY, LUEAOKUTTAPWV

(kAwvikn/veomAaopatikr) HE 1 hwowoodilwv (kpttrplta WHO)

Aguteponadng (avtdpaotikn) HEg Yrokeipevn vooog, un KAwvika nwowodla, n HE odeiletal

HE ouVNBWC o€ KUTTAPOKIVEG

Nivakag 1. Ta§voéunon unepnwotvodiiiag (HE)

Avadoplka pe Tov Ttivaka 2, adol unevOUULOTEL OTL WG UTIEPNWOLVODIALKO

oUVOPOUO OUCLAOTIKA opileTal n mapoucia umepnwaolvoddiog cuv opyaviky BAALN

miou anodidetal ota nwowvodha, toviletal kat 6w OTL 0 0pog Wlomabeg HES

(kat’avaAoyia pe tnv HEys) ovolaotikd odeiletal otnv pn LKAvoTnTa AvVayvwpLong

NG uTtoKeipevng Slepyaciag n omola (OMWCE KAl OTLG TTEPUMTTWOELG TwV HESR / HESY)

TPEMEL va ouvexioel va Stepeuvatal. H KAwVIKOTNTA Tw¢ Nwolvodilwy gival

ouvnBw¢ Suokolo va SelyBel.

HES

Tumka eupripata

16loma6eg HES

Xwplg urtokeipevo aitio HE, , xwpig evbeifelg HEN ) HER, opyavikn BAGBN
anodéopevn otnv HE

MNpwtomnab&g (veomlaopatiko) HES
(HESy)

Yrokeipevo vedOmMAQGUO apXEYOVWY KUTTAPWY, LUEAOKUTTAPWV A
nwowvodilwv (kpttipa WHO) kat opyavikn BAAaBn mou amodibetat otnv HE
(KAwVIKA nwowvodAa)

Aeuteponabic (avtiSpaotiko) HES
(HESR)

YrokKeipevn vooog, un KAwvikd nwowvodha, n HE odeiletal cuvnbwce os
KUTTapOKiVEG Kol opyavikr BAaBn mou amodidetat otnv HE
Yrotunog: Aepdoeldég HES (kAwvika T kuTtapa)

AM\EC ovtOTNTEG I cLUVOpOUA
mou cuvodevovtal ano HE

TuTkd upApata

Eldika cuvépoua

H kAwikn ekbnAwon gival Stakpurr kat cuvodeletal and HE n emidpaon tg
orolag eivat acadng

AMN\EG ovTOTNTEC

Kuplwg opyavoelSIkéG voooL oTLG omoieg n emidpaon tng HE sival acadng

Nivakag 2. Taflvounon cuvdpOUWY Kal OVIOTATWY Tou cuvodelovtatl and HE




YTov mivaka auto neplhappavetal, oe EexwpLotn Katnyopia, opada cuvdpouwv mou
ouvodelovtal ano nwaowvodhia n KAWVIKN onupacia tng omoliag eivat adleukpiviotn.
Auta ¢aivovtal otov mivaka 3.

YUvépopo Gleich Yrotpornalovta ayystoowdripata, HE, avénuévn IgM, kAwvika T kOTTapa

YUvépopo Churg-Strauss NekpwTikr ayyelitida, moAucuoTnUaTIKh (KUPLWG MVEULLOVLKN ) TtPOGBOAN,

HE. ANCA+ kat ANCA - umtotumol

JUvSpopo nwowodhiac-pualyiog | Yrmotpormdlovoa pualyia kot HE cuxva pe veupoAOYLIKA Kol SEPUOTIKA

CUUTTTWHATO

JUvépopo Omenn HE pe ouvodo cofapn SCID, cuxva e€avOnua, opyoavoueyaiio

Aepdadevonabela. Metalatelg RAG1 ) RAG2

YUvdpopo Hyper-IgE HE pe upnAn IgE. KAnpovouikr) avocoavemnapkela, éklepa, Suopopdieg

npoowrnou. MetaAhagelg STAT3 ) DOCK8

Nivakag 3. Mepwad ouvdpopa mou oxetilovral pe HE. SCID: Severe Combined Immune Deficiency,
ANCA: Antineutrophil cytoplasmic antibodies, DOCKS8: dedicator of cytokinesis 8, RAG: recombination-
activating gene, STAT3: signal transducer and activator of transcription 3.

Oepaneia

H BeparmeuTikn mpoogyyLon Twv unepnwolvoddikwy Statapaywyv eival dlaitepa
ToAUTAOKN AOYyw Kupilwg TnG duokoAiag otn Stayvwon Kat t oadn tafvounon ot
nipoavadepOeioeg ovidtnTeS. EEAANOU, 0 TTOAAEG TEPLTTWOELG, TO NWOLWVOdAA
Bpiokovtal Tuxaia avénuéva o aLOToOAOYIKOUC EAeyXoUuC pouTivag xwpic AAAEC
KALVIKEC eVOELEELC 1) eupA AT OPYAVLIKNG TTPOCBOANC.

Ynepnwowopidia

To mpwto BrApa oto Slayvwotikd aAyoplouo, onwe npoavadEpdnke, sival o EAeyxog
Yl UTIOKELIEVN VOO0 TIOU TIPOKAAEL — KoL 0TV omola prmopel va amodwOel — n
untepnwowvodhia. IStaitepn avadopad yivetal otnv nepintwon nopacitwong 6mou
Xopnyeital avimapaottiki aywyn avaloya e To aitio (cuvnBeotepa POKELTAL YL
EALVBa mou amavtdel otn PeBeVOATOAN). Z€ MOANEG TEPLUTTWOELG TA KALVLKA
supnuoata givat dlaitepa apBAnxpd, n SloyvwoTikr aflao Tou EpyaotnpLlakou
eAéyxou eival xapunAn Kot To L.oToplko acades. OAa aUTA, O CUVSLOOUO LUE TN
XapunAn tofikotnta, Kablotolv, o MepIMTwWaon AnokAELopoU KaBe aAANg vooou, tThv
TudAn xopnynon tng nePevdéaloAng evAoyn. 18laitepn mpoooxn xpeldletal o
oy ia Aoipwéng amo strongyloides — mpwta xopnyeitat BEPUEKTIVN KL LETA
KOPTLKOELSEG TTPOG amoduyr cUVOPOLOU UTIEPTIOPACITWONG.

Elvaw e€atpetika duokolo va poPAedBel n Sidpkela kat to peEyebog tng
nwowodAiag mou xpelaletal yia va mpokAnBel opyavikr BAABN o€ CUYKEKPLUEVO
aoBevn. Me aAAa AdyLa, o KaBoplopog Tou av n urtepnwaotvodhia Bo HeETATEDEL OE
UTtEPNWOLVOPIALKO cUVSpopo gival oxedov aduvatoc kat Sev umtapyouv dedopgva
TIOU VOl UTtOOTNPLJoUV TN XOpryNon aywyng 0€ ACUUIMTWHATIKO acBevn Le BAaon Tov
oplOuo Twv nwotvodiAwv. Av kal kamolol Bewpouv ta 1,500-2,000 nwowodpla




/mm? 6pLo yLa £vapén aywyrc, n otevr) mapakoholBnon pe cuvexeic eEAEyxouc HéxpL
NV evoexopevn eUdAVION CUUMTWUATWY OO KATOLo Opyovo GaiVETAL TILO CUVETNH
emoyn.

Movadikn e€aipeon ota mopandavw ival n mepimtwaon otnv onola avadelkvueTal
yovidiakn BAaBn/kAwvikn dtatapaxn (6nAadn HEy cupdwva e Tn vewTepn
taglvopnon). Ze aoBeveig pe tnv FIP1L1-PDGFRA yoviSiakn avadidtaén (M-type) n
TiPoANTITIKA Bepareia pe (watwvipn eivat amoAuta Sikatohoynuévn Sedopévnc tng
BaputnTag tng opyavikng mpooBoAnc (cuvnBwc kapdid) Kot TNg EEALPETIKNC
amavtnong otnv aywyn. H apxtkn 66on eivat 400mg r} 100mg tnv nuépa avaloya
av avadeLlkvUETaL i} OXL, avtioTtolya, AAAO LUENOELOEG VEOTIAQC QL.

H avtiuetwrnion tou Aspdoetdol¢ tumou unepnwaotlvodidiag (L-type) Stadépel — ta
KOPTLKOELSN €lval MpwING ypaupung Bepamneia. e acBeveic avOeKTIKOUG O AUTAY, N
o€ umotporn, mpootiBetal IFN-a n omola &€ xopnyeital povn tng e€attiag tng
mlavotntag aveEEAEYKTNG AELPOKUTTAPLKAC EKTPOTINC. H LpatwviPn ivat Atyotepo
QMOTEAECUATIK OTa L-type veomAdouata.

YnepnwotwvopiAiko cuvépouo

AvtiBeta pe tnv utepnwowvodria, n mapouvacia opyavikng BAABNG eTBANEL TN
apeon €vapén aywync. Autr ouviototol 0 KOPTIKOELST) o€ 800N avAaAoyn LE TO
opyavo mou £xeL TpoaPBAnBel N Tn BapuTnTa TG vOooU. ZuvnBECTEPN lval N APXLKN
xopnynon 1mg/kg .ooduvapou mpedviZoAdvNnG TNV NUEPA YLOL SLACTN LA TETOLO WOTE
va emtéNBeL Udeon (KAWVIKA KoL ALLOTOAOYLKN ) KAl LETA apyo tapering otn (KPOTEPN
60on nou Statnpel tnv Udeon. Ze nepimtwon unotponng n udpofuoupia kat n IFN-a
£€xouv xpnotuornotnBei pe emtuyia os nepimou 30% twv acBevwv. TEAOC,
TIPOOEYYIOELC OMWCE UTEG TWV LOVOKAWVLKWV anti-IL-5 (mepolizumab) kat anti-CD52
(alemtuzumab) gival akopa og epeuvnNTIKO oTASLO KoL PaiveTal OTL n Spdon Toug
nieplopiletal oTo XPovikd SLAoTNA TTOU AUTA XOpnyouvTaL.
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