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B EMNAHMIOAOIIA KAI AITIOAOIIA

H ofsia AspgofhacTikh Asuxaipia (OAA) xapaktnpiletal amd Tov
moAhamhaclacpud Kal tny Eamhwon As o PAacToy oToV HUEAG Twy
00TV, OTO aipa Kal g ahha opyava. H OAA dlayiyviokeTal e ouvo-
AR ouyvoetnTa 1 £we 1,5 meplotatikd ava 100.000 mAnSuopou, ahha
spgavilel pa Sikopugn NALKIGKE KATAVORA: g TP@ILN amdToun
avénon mapatnpsital mepimov oTNV NALKIQ Twv 4 g 5 TV, dmou
n cuYVOTNTA TNG HIopEi va avépyetal o€ 4 £wg 5 MepIOTATIKG ava
100.000 mAnBucpo, kal akohouBsital amo pia ds0tepn otadlakn ao-
£non KovTd oty nAlkia Twy 50 Ty, 6Tav n cuxvoTnTa TS PTAaVEL O
2 meploTaTiké avd 100.000 mhnBucped. H OAA amotehel T cuxvetepn
ofsia Asuyaipia Tng madikhig nAkiag, émou avahoysi mepimov oto
80% Twv 0&£10V ALUXAIPLDY, VWM OTOUG EVNAIKOUC QVTIMpocwITEDEl
MEvo TO 20%. LTI TEPLOOOTE PEC KATAYEYP AP EVEG MEAETEG, O PETOG
Gpog NG NALKiag Twyv acdsviv pe OAA Kupaivetal peTagld twv 25
Kal 35 etav. H OAA gival o mhéov auyvog Tomog aidiked Kapkivou
aTIG NAIKIEG 0 £w¢ 14 £TWY, £V £ival OXETIKA CTIGVIA KATE TNV SPLUN
madikr nAwkia, Tnv epnpeia kat TNy mpwipn eviikn Lwrj (1-4).

H attichoyia Tng OAA Tapapével AyvwoTn. XpwHoowWHLIKESG
avakatatagelg mou Aappdvouy Ywpa Katé TV algemoinon otn
Siapkela Tng svdopitplag Lwrig £xouv mpoTabsi wg o Kiplog Adyog
NG madikng OAA, v TUXOV VEOYVIKEG YEVETIKEG PAAPEC £xouv
mpotaBsi wg deuTepoyeveic alTiohoyiss. Adyw TNG HeyaAlTEpng ou-
YvotnTag tng OAA Téo0 ot povoluywTIKoOG 0G0 Kal e SI{UywWTIKoUg
S180poug peTadl Twv aaBsvwy, prmopsi va cuvaxdei 6T1 vmapyxel
yeveTIkn] mpodlaBeon yia tnv OAA (7-9). EmimmAéoy, ol acBeveic pe
Tplowpia 21, covdpeopo Klinefelter kKal KAnpovopikég acBéveleg pe
MEVAAN XpWHOCWIKR £V8pavoTéTnTa OMWE N avalpia Fanconi, 1o
auvdpopo Bloom kai n ataia-tnaayysiektaoia epgavifouy vpn-
AOTEPO KivBuveo gpgaviong OAA (10-14). Yrapyouy Kal AoIpwdElg
napayovTeg mou sumAEKovTal oTnv madoyéveon tng OAA (15, 16).
O 16¢ HTLV-1 (T-cell lymphotropic virus type 1) éxel evoyomoln-
B&i W¢ AITIOAOYIKOG MApAYOVTAg TNG ASUXAIMIAC/AENPDUATOS TWV
T-kutrapwy Twy evniikwy (adult T-cell leukemia/lymphoma, ATLL),
£VW UTTAPXEl CUOXETION ME TIC As@oimepTTAacTikéG Slatapayég
mou oxeTifovtal pe Tov 16 HIV (17, 18). OL 1o Tng ypimng kat ng
avePEVAOYIAC £xouy £TTICNG CLCYETIOTEL e TNV OAA (19).

H KAINIKH EIKONA KAl EPFAZTHPIAKEZ
AIATAPAXEX

H khvikn sikova tng OAN sival pn 81K, Ta TUMKA SUPITORNATa,
mepAapPavouy KOmwon, EAREPN EVEPYELAS, E0KOAD LWALTICHO i
spgavn alpoppayia, docnvola, Jain kal Ao wEsic. A s paTa
pmopel va gival o TUPETOC, 0L VUKTERIVEG IO pLOELS Kal N ambAsLa
Bapouc. Xta madld, © mEVoG TwY AKpwY Kal Twy apBpuocswy umopEi
va anoTehei To povadiké COUNTWHA. & MEPITTWOELS TTOU UTIAPYEL
VPNAGE aplBpoE AsUKWV Alos@alpiwy, Ta CUUITOATA TNG AEU KO-
otaong gival omavia otnv OANA, os avti@eon pe Tnv ofeia pughoyevn
Asuyatpia (OMA). Emrion g uTGpyEL GUP PETOXI TOU KEVTPIKOU VEUPLIKOU
cuothipaTog (KNI) (avemdpkela Twy Kpaviakov vel pwv kal S1nenon
Twv Pnviyywv), n omoia gival oxeTikd cuviene oty OAA Twv OpIpwyY
B-kuTttdpwy (Aépgwpa Burkitt), pe ouyvotnta 5-8% twv acBsviov
(20). O1acBsveic pe OAA Twv WPLHWY B-KuTTApwy sival moavotepo
va TTapoU GG TOOV HE KOLALAKES HATES Kal Bap 0 cOvEpopo auTopatg
Abong Tov dykou. H hepgadevomdBeala kal n NIatoomAnvo eyaiia
TTapatnpoOvTal Ge TOoOCTO 20% Twy agBevidy, arhd gival cuXvoTEpEg
oTnV OAA Twv T-KUTTAp WY Kal Twy @pIHwY B-KUTTdpwy, Kal oraviwg
elval CUPTTTWHATIKEG. O GUVBLAOHSG TNG UTTEpKaAlaIpiag Kal Twy
AUTIKWY 0CTIKWY BAa v vmoctnpilsl Tn S1dyvwon Tng Asvyapiag/
ALPPWHATOC TWY T-KUTTAPWY TwY evnhikwy (ATLL). Tuyév vmaiodnoia
TG KATW yvaBou (CUHHETOXH Tow yevelakol vel pou), dTTwg Kataypd-
(PETAL OTO IOTOPIKG 1 aviveDeTal KaTé TNV £§£Ta0T), £ival EVOEIKTIKN
yia OAA Twv WpIpwy B-kuTtdpwv (Afpgwpa Burkitt).

B AIAFNOQIH

H diayvwaon tng OAA Baciletal otnv aglohdynon Tng popporoyiag
TwVY AEUKQOV alpocgpalpiwy, otn Slepeivnan Tov auogogalvoTumou
HE Xprion TNG KUTTApoHETpiag pofg Kal STy avayvaplon dlagopwy
KUTTAPOYEVETIKWY-Poplakay dlatapaxay (Eik. 1-1). To yovidiakd
TPGTUTTO propei va cuvdpdpsl TepalTépw oTov KaBoplopd Twy
vrreTUTTwY NG OAA, ol omoiol sppavi{ouy Slapo pETIK AVTATIOKPIGH
oTn Bepareia, £xouv S1aP OPETIK TPOYWWON Kal elyav HOVO HEpIKWE
SlakpBsi s Ta olyypova dlayvwoTiKa péod.



MOP®OAOTIIA

H epeuvnTikr opdda FAB (French-American-British, FAB) Siakpivel
TPelg opadeg TG OAA (L1 éwg L3) e Baon Hop@oloyikda Kpltripla
(HéyeBog KUTTAPOU, KUTTAPOTAQC UG, TUPNVIOKOG, Bacgo@hia Kal
oxnHaTiopds kevotomiwy) (21). H popgoloyikr Siakpion Hetay
Twv opdadwy L1 kat L2 éxel XAoel TNV TROYVWoTIKY onpacia tng. H
Hopgoloyia g L3 oxetietal pe Tnv OAA Twv wpldwy B-KuTttdpwy
Aéppwpa Burkitt) kat xapaktnpietat and vpnid pubud avadi-
TAACIACHOU TWV KUTTAPWY, TTPOKAAWVTAG TNV EUPAVION EIKOVAG
«€VaoTPOU oupavoL» ot Bloyieg puehol Twv ooTwv. Ot PAACTEG TNG
OAN gival apvnTIKEG yia T puehoinepoelddon (myeloperoxidase,
MPO), napdho mou pmopel va mapatnpendei pikpoL Baduol BeTiké-
™mIa (3-5%) o€ OTMAVIEG TTEPUTTWOELS, Ol OTTo{eg KATA Ta AN Sev
ekppalouv puehoeldeig Seikteg 0TNV KUTTAPONETPIA pong (22-24).
H tehikn SeofuvoukieoTSIKN Tpavoepdon (terminal deoxynucleo-
tidyl transferase, TdT), mapoAio nou Sev gival €181k ya v OAN,
mapapével évag Xpriotpog Seiktng ya tn SIakplon NG Kakondoug
AEHPOKUTIAPWONG armd avTdpaoTIkEG Slepyacieg Kal Tn Sldkplon
m¢ opadag L3 (TdT-apvntikn) amd dAhoug unotomoug tng OAA
(25-28).

O Maykoopiog Opyaviopog Yyeiag (IMOY) éxel eloaydyel véeg odn-
Yigg yia T S1dyvwon Twv VEOTTAACHATIKWY VOOWY TOU ALOTTOLNTIKOU
Kal Tou AepPIKoU 1oToU 1) TwV AeppwpdaTwy (29, 30). Ektdg amd v
napovoia BAACTWY o€ TocooTo =20% mou Bewpeital EMAPKAG YA
) Sidyvwon g OAA, n popgoloyikr Sidkpion PeTagd Twv opddwy
L1 kat L2, kabwg kal n popgodoyia tng opadag L3 Bewpolivtal
o1 Sev oxetiCovtal mMAéov pe T Sidyvwon. Téoo to cloTnpa tagl-
vépunong katd FAB 6oo kal 1o cbotnpa katd MNOY e§akohouvBoly
va BaciCovtal oe peydho Pabpd otn Pop@oAoyIKh ekTipnon (31).

ANOZO®AINOTYNOZ

O KaBopopdS TOU AVoooQaIVOTUTIOU eival ovowdng oTn Sldyvwon
™G OAA (32-34). Eivat Suvatév va SakplBoly Tpelg HeyAieg opddec:
OAN Twv MpdSpopwy B-KUTTdpwy, Twv WPIHwY B-KUTTApWY Kal Twy
T-kuttapwy (Mivakag 1-1). Ot BAdoTeg Twv RS popwy B-kuTtdpwy
g OAA eival BeTikég yia Toug Seikteg TdT, HLA-DR, CD19 kat CD79a.
AlagopeTikd otadla wpipaong éxouv oplotel wg mpo-mpo-B OAA
BAaoTeg, Tumikég OAA BArdoteg Kal Tpo-B OAA BAdoteg. Evw ol
nipo-mpo-B OAA BAdoTeg eival BeTIKEG yia Toug Seikteg CD19, CD79%a

Mop@poAoyia
BAacTOV 20%

loTokuTTapoxnpeia

Aeuxatpia MEPOZX |

1 CD22 kat ywa kavéva dAko avtiyovo tng dlagopornoinong twv
B-kuttdpwy, ot tummikég OAA BAdoteg (common ALL, cALL, mpw-
1peg Mpo-B OAA) xapaktnpiovtal and tnv ékgpacn Tou Seiktn
CD10 (tumké avtydvo tng OAA) (common ALL antigen, CALLA)
Kat ot mpo-B OAA BAAoTeG ammd TV €KQPACT KUTTAPOTTAAC HATIKWY
avocoo@alplvwy o€ mapouoia i amovoia tou CD10. Ot BAdoTeg
TWV WPy B-kuttdpwy Tng OAA (Aépguwpa Burkitt) eival OeTikég
yla Tig avoooogalpiveg emeaveiag (slg, ocuviiBwg IgM), mapdyouv
HOVOKAWVIKEG K 1] & eAa@péG aAuoiSeg Kal eival apvnTIKES YIa ToV
Seiktn TdT. Mapdpota pe tnv OAA Tng B oeipdg, n T-OAA pnopel
nepaltépw va SlakpBel og ummotiToUg e BAon Ta SIAPOPETIKA
otddia Tng Saopomnoinong twv T-kuTtdpwy otov B0po adéva (35,
36). To avtiydvo emgpaveiag CD3 (surface CD3, sCD3) eivatl o mo
e181kd¢ SelkTng TNG Slagpopomnoinong Twv KUTTapwy Tng T oelpdg
Kal givat Tumikd Betiké otnv OAA Twv wpipwy T-kuttdpwy. H OAA
TWV WPV T-KuTtdpwy eival emiong BeTikn yla tov deiktn CD4
Tov Seiktn CD8 aAAd Oyl kal yia Toug S0o. O1 fAdoteg otny mpo-T
OAA gival apvnTIKEG Yia To avTiyovo emaveiog CD3, aAd propei
va ek@pdlouy To KUTTaponmAacpatiké CD3 (37). Hmpo-T OAA eival
apvNTIKY 1600 yla Tov deiktn CD4 doo kal ya tov CD8. Mia duwa-
POPETIKN KAl MOAVWS Mo TTRAKTIKA Tagivopnon Sapei tnv T OAA
oe mpwipn T OAA (apvnTikn yia sCD3 kat Betikr) yia CD1a), oe T OAA
Tou BUpovL adéva (apvnTikn f BTk yia sCD3 aAAd BeTikn ya
CD1a) kat wpipn T OAA (Betikn ya sCD3 kat Btk vy CD1a). 2e
pa mpdogatn perétn, n T OAA tou B0pou adéva amodeixtnke 6T
€xel eCAIPETIKN avTanmdKplon oTn XNHeoBepamneia wg povn Bepa-
nieia, evw n mpwipun T OAA kat n wpn T OAA BeAtwdnkav pe
HETAPOOXELON BAACTOKUTTAPWV.

H ouvékppaon Seiktwv amd MOANEG KUTTAPLIKEG OElpEg elval
Suvatdv va mapatnpendei oto 15% €wg 50% tng OAA Twv evnAi-
KWV Kal 010 5% £w¢ 35% tng OAA Twv maldwy (38-42). Me tnv
€QApHOYA TNG KUTTAPOHETPIAG pONG, N KUTTAPIKN Oelpd pmopel
va nipocdloploTel oe MeplocdTeEPo amd 1o 95% TWV MEPUTTWOEWY
Kal ol aAnBwg S1YalvoTUTTIKEG AeUXaAlpieg eival omdvieg (43, 44). H
CUVEKPPAON SEIKTWY Ao TTEPIOCOTEPES ATTO P KUTTAPIKEG OEIPEG
Sev @aivetal va éxouv SlayvwoTikh onpacia.

KYTTAPOTENETIKEZ-MOPIAKEZ AIATAPAXEZ

Ot emavahap PavOpEVEG KUTTAPOYEVETIKEG-LOPIAKES SlaTapayég eival
ouviABelg otnv OAA Twv evniikwy (Mivakag 1-2) (45-49). O1data-

TdT MPO
apv.
OeT. apv.
KutrapopeTpia porig
CD19, CD22, CD19, CD22, CD19, CD22, CD19, CD22 CD2, CD3,
CD79, clg, slg, CcD79, CD79, clg, CD79, CD5, CD7,
CD10- CD10- CD10+/- CD10+ CcD8
. EIKONA 1-1. Awyvowon tng OAA.
ﬂlpll.ld nPcl""P°' I'!po-B- K9|vq T-kUT- *OeTIKOTNTA YIX TH XXUNAOD ETLITE-
B EusT g B-kUTTapd KU pd B-kuTrapd Tapa dov MPO (3-5%) pnopei va napa-
(5%) (15%) (15%) (45%) (25%) Bei . .
pnOel og ondvieg MEPUTTOOELS OL

KuTTapoyeveTIKEG-HOPIAKEG SlaTApayEg

onoigg, KAT& Ta A, dev ekdpp&-
{ouv Toug puehikovg deikteg otnv
KUTTAPOHET pix porG.



KEDAAAIO 1 ‘ OFela AeppoBhacTikn Aeuydipia

MNINAKAZ ANOZO®GAINOTYNIKH TAZINOMHEIH
1-1 THZ O=EIAZ AEM®OBAAZTIKHEZ AEYXAIMIAZ {OAA)
B ZEIPA T ZEIPA
CD19/CD7%a/CD22 CD3 (emigpavetako/KuTTapoTAacpariis)
OAA Tov tpo-tipo-B- e OAA tov Tpodpopev CD1a, CD2, CD5, CD7,
KUTTHPOV CD8, ¢«CD3
Tomkn OAA CD10(CALLA) OAA TV OpLpev Emgpaveiaxd CD3 (ko

T-kuttdpov
OAA tov npo-B-kuttépov Kuttapomhaopatiki) IgM

OAA Tov Oplwy
B-ruttdpov

KuTTapomAaoPaETIKEG 1)
enipovelakss Igic ) A

dhhol Seikteg Tov T-KUTTEpOV)

pPaXEC AUTEC Bev EXouV HOVO TTPOYVWOTIKA onuascia, arhd emiong
amoKAAOTITOUY TO Hoplakd vmoBabpo Tou Asuxaliko b gpavoTummou.
MeTafl Tng OAA Twv My Kal auThg TwY evnAikwy LTITEpYoLY
BlagopEg OTN cUXVOTNTA PP AVIONG TWY KAPLOTUTTIWY Tow OxeTido-
vTal HE KaAn Kal mtwyn mpoyvwon. 0L 3lagopEs auTég pmopoly va
eppnvelooLY LepIKDG TIC Slagopéc oTny éKBacn Tng veoou PeTadl
Twv TAdIOV Kal Twv evniikwv. Mpoceatwg £xeL Xpnopomondsin
TEXVOAOYIQ TwV oAlyovoUKAEOTIS iwv Kal Twv cDNA JIKpoouoToL Iy
YIQ TNV avayvwpion 1N TAUTOMoINUEVIWY HOPLaK@V UTTOTUTTWY TNG
OAN (50-54).

Aldpopa EMYEVETIKA Qavopeva £XoUV TPOKUPEL WG £Vag OUYKE-
KPIEVOS TPATIOE Yia TOV TTPOGSIopIGHS TO AsuxaldIKol gpavéTumou
(55). H umeppeBuiiwen ppaviletal pe peyahn guyvotnta Katd Tnv
&vap&n kal katé tnv umotporr] tng OAA (56, 57). H avdivon tel av
Slagopa yovidla gival peBuhiwpéva 1y &)1 £xel 0dnyriosL atnv ava-

YVPLON VITOTUTTWY TNG OAA |LE CUYKEKPIMEVO «UTTEPHEBUVALWTIKO®
gavotumo. Ta yovidia mou spmhékovTal cuxvoTepa sival o p73 Kal
ol eapTwHEVOL amd TNV KUKAIVN avaoToAsic Tng Kivaong pl15 Kkal
p572 mou Siad papatifovy onpavtiké pdio TG prBIOTIKEG 0Bolg
TOU KUTTapIKoD KOKAOU. Evid n peBudiwaon evog pove yovibiou dev
emnpealsLtny EKpacn Tng voeoou, n Tavtéypovn LeBuiiwon dvo R
MEPICCOTEPWY YOVIBIWY £XEl CUOXETIOTEL e BuopeviaTepn £KPacn
(56-59). O mapatnpnoelc auTég éxouy anpacia yia tn Bepansia,
KaBwe ol acBeveic Pe opiopévo pavoTumoe PeBulinong umopei va
weenBolv amd TN Sepamsia pe VMOUEBUAIWTIKODE TTAPAYOVTEG,
onwce gival n 5-afa-2" dsofukuTidivn (5-aza-2'deoxycytidine) [A
Sektapmivn (decitabine)]. H avayvdplon Twv YEVETIKOV Kal Twy
EMYEVETIKWY PeTafoliv oTnv OAA Twy evniikwy propei va odn-
YHOEL OTN HEAOVTIKE avartuEn Bepamelv mpooap oG PEVILOY OTO
emimedo Kvdivou Twv acBevav.

MINAKAZ KYTTAPOrENETIKEZ KAI MOPIAKEEZ AIATAPAXEZ
1-2 ZTHN O=EIA AEMP®OBAAZTIKH AEYXAIMIA
EZYXNOTHTA EM@®ANIZHEZ (%)
Karyyopia Kovrrapoysverixy EpmAsxopsva Evijducot Hode
yovidia

Tnepdimhoeidng 2-15 10-26

Tnodimhoedig 5-10 5-10

YevSodimioe1dig £(9;22)(q34;q11) BCR-ABL1 15-25 2-6
del({9)(q21-22) pis ple 6-30 20
t(4:11%6(9;11) €(11;19); t(3;11) ALL 5-10 =5
del(11)(q22-23) ATM 25-30* I5%
t(12;21)(p12:q22) TEL-AMLI <1t 20-25
£(1519) E2A-PBXT o5 <5
t(17;19) E2A-HIF <5 <5
(LU p32q11) TALI 10-15 5-10
H{7:9){ q345q32) TALZ <1 ol
t(10514)(q245q11) HOXI11 5-10 <5
1(5:14){(q35;932) HOXI11L2 1 ot
t(1;14)(p32q11) TCR 20-25¢ 20-25¢
del(13)(q14) miR15/ <5 <5

miR16

H(8514); £(8:22% t(2;8) C-MYC 5 05
+8 : 10-12 2
del{7p) : 5-10 <5
del{5q) i <2 <2
del{eq); t{6;12) i 5 <5

* Oneg kaBopiletal and tnv anolewx e etgpoly yo tiag,
"Omnws kaBopileton and mv odvadetr) aviidpocT movpepdang.
v OAA T-KuTtdpov, Guvolikn) eminteon<10%.



B ©EPAMNEIA

OEPANEIA NPOTHEZ FTPAMMHE

H Bepameia tng OAA amoteAei pia amd T mo mepimhokes Bspameisg
TWV QVTIKAPKIVIKOV GXNPATWY. AvAAoyd Je TNV aywyn Tov sgap-
poédeTal, xpnotpomolcbvtal mohhol cuvduacpoi CKEvagpaTwy Gcov
agopd otn d6on Kal oTNY £vTach, Je OKoTTO THY aloKataoTacn Tng
PUGIOAOYIKNS dIpoToinG NG, TNV ATTCTPOTTH EHPAVICNG AVOEKTIKWY
UITOKAWDVWY, TNV EMApKR MpogLAagn mepIoxwy ToL gWPATOS OV
gival o¥eTIkA ampocPinTeg amd Tn xnpeoBepansia [my. KEVIPIKS
veup Ko gUoTnua (KNI) kal pxeic] kal tny mpoomadsald amoKASLoNo0
TNG EAQYICTNG UTTOAL MO Pevng vo oo Péow Bepamelwv otaBepomnoin-
ang kal suvthApnong (60) mov akohovBolv TNV LPETN TNG VOTOU.
Tumikd, dlakpivovtal Tpla XapakTnploTika oTadia (pacelg) Kal téo-
gepa oLoTaTIka: £podog, evtatikni otabspomoinon, cuvthRpnon Kal
mpogpLhagn Tou KNE we 1o TETAPTO CUOTATIKS TG Sepamsiag mouw
guvodslel TNV épodo kal Tn otabspomoinon.

O cuvduacpog PIVKPIOTIVNG KOPTIKOGTEPOEIDWY Kal avBpaku-
KAVOV aTroTehel TN «payokokahlé» Tng Bepamsiag godou yia Ty
OAN. O cuvBLaCPOEC QUTOC EMTLYXAVEL TOCOOTO MARPOUG DPECSNS
(complete remission, CR) Tng Ta&ng tou 72% £wg 92%, e péon
e dlapkelag Dgeong va sival Tng Ta&ng Twv 18 pnvv mepimou
(61). H d=&apeBalovn cuxva umokaBlotda tnv mpedwidévn, Aoyw TNg
KaAOTEPNG in vitro avTiAsuyalpikng dpacTikeTnNTag Kal Tng miteu-
ENCuPNASTEpWV EMITES WV YA P UAKOU OTO EYKEQAROVWTIAIC UYpS
(ENY) (62, 63). Av Kal N L-acTiapaylvacn amoTeAsl £vav CNPUavTIKS
PAPHAKEVTIKS TTapdayovTa yia Tn Bepaneia Tng madikng OAA, o
pohogTng atnv OAA Twv evnhikwy dev £xel SlahsvkavBsl AR pwe.
H yopriynon avénTikov mapayéviwy Tng algemeinong Katd tn
Sldpkewa NG Bepansiag egpddov emTayivel TNV avéppwaon amd
TN HUEAOKATACTOAN Kal EMITPENEL TNV £yKalpn Xoprynon avén-
HEvng doang xnpeoBepansiag (64). H ¢aon Tng ctaBspomoinong
avTImpoowmelEl TNV emavahappavopevn sgappoyn evég Tpore-
molnNHévow MpwTokGAhoL TG Bepansiag epddou, TNV sgappoyn
KOKhwv oxnpatwy ctaBepormoinong i Tn HeTapéoysuon Phaoti-
KWv KuTtdpwy. Nésg oTpatnyikég mpoonmaboly va eSTIATOLY O
BepameuTIKEG TpOOEYYIOEIC TV TTpoYpap LaTwY oTabepormoinong
ol omoisg pacilovtal 6ToV UTTOTOTIO TNG VOGOU Kal oTo £minedo
KIVO UvoL Twv acBeviv.

H npepriola xopriynon 6-pepkantomovpivng, n efdopadiaia
Yophynon pefotpedtng kal n pnviaia emavéinygn gamaf déoswv
BwkpioTivng kaumpedwilévng, emmi 2 1 3 £Tn, amoTteho by T Bepansia
£khoyne H eméktacn tng Bepamnsiag cuvtripnong mépav Twy 3 £Twv
i N mapdhenpn N cuvtopeLvon Tou BepameuTikod oxrjpatog dev
PEPOUV EUEPYETIKA amoTeAécpata. H Bspameia ouvtrpnong dev
¥opnysital otny mepimtwon Tng OAA Twv Wp Wy B-KUTTapwy, Kadwg
ol acBsveic avtol mapovcialovv LPNAR avtanokplon os fpayv-
¥POvIa oXLaTa VYPNARS £VTaonc, eV ol TEPITTTWGCELG UTTOTPOTTHG
METE Tov MpWTo ¥ povo Bepameiag sival omavies. H mo amotehe-
OHATIKA Beparmeia ouvTApNoNng yia Toug acBeveic pe OAA BeTIKN
yia 1o ¥pwipocwpa Tng Philadelphia (Ph) mapapével apgpeydpevn,
ahlha mpémel va mephapfavel amoTEAESHATIKOVS avaoToAEIC TNS
TupecIVIKNG Kivaong (TKI) BCR-ABL.

MNapého mou N vooog Tou KNI sival omavia Kata tn dSiayvwon
(<10%), Ta TOCOCTA EUPAVICNG TNE PITopel va gTavouvTo 50-75% ce
£va £T0¢, 0 amougia amoTeAss LaTikhg, I»8IKAC yia To KN Beparmeiag
(65-67). H ouvA@nc mpogohagn tou KN pmopei va meplhappavertnv
akTvoBepamsia, TN CUSTNUIKR XNpewBepameia, TNy evdoppaylaia
(intrathecal, IT) xnuewoBepansia r tov ouvduacpd Toud. H aktivo-
Bepamsia Tou Kpaviov oyeTICETAL e GUXVEG DUOHEVEIS VEUPOAOYIKES
£KdNAWOoEIG, cupTEpAappavopéviy Twy dsuTepomabuv veorAaapd-
TwY, TV svdokplvoradewy, TNG vonTIKNAS SuchsiToupyiag Kal Tng
veupoTodIkaTnTag (68-70). O cuVBLAGHOS TNG TTPWIHNG EVTATIKAG
GuOTNULIKAS Kal IT xnuEloBepansiag Pmopei va EAaTTWOEL TIC UTTOTPO-
mégTow agopolv oto KNI oToug acBeveic pe OAA Kal va emTpéPel
TNV amoguyr TNE akTvoPoinong Tou kpaviou (7 1). O1upnhéc déoeilg
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kutapafivne (1-7,5 mg/m? kal psBotpeEatng (5-8 g/m?) umopolv
va xpnotpomoinBouv yia v mpogLhagn tov KNX, kabwe pmopo v
Va MEPASOLY TOV QN ATOEYKEPAAIKO ppaypo (7 2-75). Qotdoo, sival
S0okoAn N pakpompdBeoun cuvtipnon BEpameuTIKOY eMmESwyY
TWY QUpPLAKWY QUTOV PEGW TUCTNULIKAG Hovov XnueloBspamsiac.
EmmAéoy, n ouoTnUIKA Bepansia guvdésTal e VpLOG PACPATOS
TodIkéTNTa. OL LPNALG BaEIC KuTapafivng cuvdéovTal e nmato-
ToSIKOTNTA, SuchaiTovpyia TnNg Mapeykegahidag, BPAsvvoyovitida,
Bléppola, KYNoHo Kal TTupetod (76). Ot vpniég ddosig peBotpefatng
cuvbéovTal Pe veppIKn ducheltoupyia, nratitida, mpdokapn NaTitl-
ba, pheypovi Twy Phevvoydvwy Kal, oraviwg, veupotofikatnta (77).
H cupmepiingn IT xnpewoBepamsiag oTa o¥fpaTa ToU GTOXEDOLY
otnvmpogohadn tov KNE £yl wg oTd)o TN PeATiwon TNG amoTehs-
CHATIKOTNTAG TNG CLOTNUIKIAG Bepameiag e mapdhinin amoguyn
Twv meploplopay NG H IT xnueloBepansia esmtpénmsl TNy dpecn
npocmnéhacn mpeg To KNZ kat Sivel Tn duvatdtnta pakpompéBeoung
dlatfipneong BspameuTiko emimédow cuyKevTpwoswy ato ENY. O
cuvnBéatepa xpnoldomololpsveg IT Bepansisg meplhap favouy pe-
Botpegatn, kutapafivn, kutapafivn eykA£ICHEVN O AMoowPATIA
kal Bslotéma. Eav dev ypnoipemoinBsi n IT xnueloBsparmela, nTuydv
LTIOTPOTH TNG acBévelag, mov dpwe eplopiletal oto KNE, gravelto
10-16% TwWV VTTOTPOTTWY — YEYOVOS TTOU EMIBAAEL TN CumEpiANYN
IT xnueloBepansiag ota oxfipata mpogpLhagng tou KNZ. H yprion
¥nueoBspansiag og guvduacpo pe to oxnfua hyper-CYAD peiwoe
TIC urToTpoTég amo To KNX katda 4% (65).

>xnpa hyper-GVAD

H opéada pag oto MD Anderson Cancer Center (MDACC) £xs1 mpogap-
péosito oxpa hyper-CYAD, To omoio sival éva XNHEIOBEpaTmeuTIKG
o¥fHa vPnAnfc doong Kal £xglL emdeifel onuavtikr padTIKOTNTA
otn Sspansia mad oy P Aépgpwpa Burkitt, yiatn Bepamsia tng OAA
Twv evniikwv. To oxnpa mephap pavel SO0 UTEp KAACHATIKAG KU-
Khogwopapidng Pvkplotivng dogopoufikivng kat dsfapsBalovng
(hyper-CVAD) to omolo svailhaoosTal e vpniég Socelg kutapapivng
Kal peBotpegatns os éva cOVOAD OKTW KUKAwY sgpddou kal otaBspo-
moinong (Mivakag 1-3) (65). To oxrjpa Bacilstat: (1) 6Tn cUCTNPIKA
¥nNHeweBspansia avinpévng doong yla TNy emiteugn LYeong KATd
1o aTadlo NG £gpddou Kal Th ypriyopn pHeTdpacn oto oTadlo g
evTatikig otaBepomoinong: (2) otnvy mapatstapévn Bepansia cu-
vTAPNoNG (3) oTNv amoTeheo Patiki mpogpoiagn Tou KNE- kal (4) ota
cuvVodA UTTOOTNPIKTIKA PETPa @povTidag cupms phapBavopévuv Tng
¥PASNS AUOTTOINTIKWY QUENTIKOV TApayovTwv Kal TPopUACKTIKDY
avTIfloTikwv. O apBués Twv eyy0oswy eapTatal amd Ty meavetnta
vrrotpeni¢ Tov KNI (800 IT eyylosig ava KOKA). H cpada pag £xel
Seifel 611 N OAN Twv WpIHWY B-KuTTapwy, Ta auénuéva emimeda tng
YaAAKTIKAG agudpoyovaong (LDH) Tou opol Kal to upnAo mecooTd
TWY KUTTApWY TOU PUghol TWV OOTWY O£ KATACTACT MoAAATTAACL-
aopol (>14% twv KUTTdpwy otnV S + G2M @don Tou KuTTapikol
KOKhoU) oyetifovtal e vPnadTepo Kivduvo PAGRNS Tov KNI otoug
evnAikouc (78). EToL, £X0UE LIOBETAGCEL TNV AKOAOLEN OTPATNYIKD:
OLacBeveic xapuniol Kivdovou BAaBng Tou KNZ vmoaihovtal og €81
IT eyx00£Ig X NHEIODE paTELTIKWY aVa KOKAD, 0l aoBsveig ampoodlo-
ploTow KIvdOvouw ummofaihovtal os oKTWw yX00slc ava KOKAO Kal ol
acBeveic vPnAol Kiwvdivou urmodihovTal Ge 16 yy0oslg ava KOKAC.
H otpatnyiki avtr cupmephappavel dhoug Tovg acBeveic pe OAN
TwY WpIpwy B-kuttdpwy (79).

Katd ta ypovia Tng s@appoynis Tou, £XOUHE CUNTTEPIAABEL TTE-
paitépw arhayég oto oxrpa hyper-CVAD yia tnv e€s1dikeupévn
Biaysipion Tng acBéveiag (Mivakag 1-4). (1) Tupmeplehneen n pt-
ToUEIMANITN yIa Toug aoBsveic mou gival BeTikoi oto CD20- (2) Ta
TKI guvdualovral pe hyper-CVAD yia oioug Toug acBeveic pe OAN
BsTIKA yia Ph- kal (3) oupmepleAngOn n vehapaBivn otn Bepameia
NG OAA Twv T-KUTTAp v

e Hékgppacn Tou deiktn CD20 aviyvelstal oTo 35% Twv evniikwy
acBevv pe OAA Kal £yl OLCYETIOTEL e BUCPEVESTEPN TIPO-
yvwan. H ékgppacn sival upnidtepn otoug umotimoug TG OAA:
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MINAKAZ
1-3

AOZEIZ KAI NPOrPAMMA ZXHMATOZ
TOY HYPER-CVAD

Zradeo Bepansiog

Aoowy Ko ayHpa

‘E$podog kat eviatik arabeponoinan

Exnpa hyper-CVAD (koxhot 1, 3, 5 kat 7)

+ Kukhogpwodpoapidn 300 meg/m? evdodreflog (IV) pox oe 3 dpeg, kibe 12 dpeg yix 6 Sdoeig, T1g

npépeg 1-3

+ Mesna 600 mg/m* pe cvveyt) evBopAéfia syxuan (IV) péow oe 24 Opeg npepnoiog, Tig npépeg 1-3
(evaptn mepinov 1 opa mpv amd v kukhodoopapidn ke ANsn 12 opeg petd v teievtaia 8don)

+ Aofopoufixivy 50 mg/m? pe ovvexr) evdophePia fyxoon (IV) péoa oe 24 opeg v pépa 4

+ Bivkpiotivny 2 mg evéodhefiog (IV) Tig nuépeg 4 kot 11

« Aefapebalovn 40 mg/d 1ig npépec 1-4 ko 11-14

MeBotpefarn (MTX) kot vynin ddon kutapafivie (Kokhot 2, 4, 6 ko 8)

+« MTX 200 mg/m* evooprepiog (IV) peoa oe 2 opeg axorovbovpevn and 800 mg/m?® evboprefiog

pécc oe 22 opeg v nuépa 1

« Aldowon pe Aevkofopivn 15 mg kéBe 6 opeg yia 8 Séoeig (Evapln 24 dpeg PeTd TV OAOKATpwaT) NG

MTX)

« Kvtapafivy 3 mg/m? evBoprefiog (IV) péox oe 2 Gpeg, kabe 12 dpeg yia 4 Séoeig, Tig npépeg 2 ko 3

« MeBuhonpedviloddvn 50 mg evBopiefing (IV), Svo popés tnv nuépa Tig npépee 4 kar 11

Tpogpviaén Tov KNZ
KOKAQU

Evdoppaxiaieg eyydoeic (IT) MTX 12 mg v npépa 2 kat 100 mg kvtapaPivig tnv npépa 7 kébe

Agbeveic xapnhot kivédvou: 6 evdoppayixies eyxooelg (IT)

Tymrood kivdovou acBeveic: 8 evdoppaxiaies eyyxvoeis (IT)

Opipa B-rorrapa: 16 evdoppayiaiss eyxooeig (IT)

@epunsic oLYTIPNONE POMP

+ 6-pepramronovpivy 50 mg ané 1oL CTOPNTOS TPELS POPEG TNV I HEPK

« MTX 200 mg/m* and tov o1oparos epdopadiaiog

« [Tpedvilovn 200 mg and tov oTopaTos Tig Npepes 1-5 pnviaiog

« Bivkpiotivyy 2 mg evBodhefiog (IV) pnviaiog

+ Enitaon ¢ Bepaneicg pe 4 emimhéov kokhoug hyper-CVAD + MTX/kutapapivn

Yrnootnpikrikn Seporeic

« [Tpopoiadn pe avriflotca (Aepfodrolaaivn, phovkovalohn, Puiaxuihofipn)

« Yoot pién pe cupomoin kot quin TiKovg THpay OVIES KATH TN SIGPKELR TV OTHdLV TG ENAyOYNg

K&l g atabeponoinang

« Xpnowonoinon Baddpev vipatikns pong (aobeveic nhkiag 260 etov)

MINAKAZ | TPOMOMOIHZIEIZ TOY ZXHMATOZ

1-4 HYPER-CVAD

XaparxtHpLoTLKo Apyiko TpomonoLiptévo
CD20-0etuier) OAA Hyper-CVAD Hyper-CVAD pe
prrovd (pdgun
Ph-Betik OAA Hyper-CVAD Hyper-CVAD
pe tpaTvipn/
SooaTvipmn
OAA T-kutTdpov Hyper-CVAD Hyper-CVAD pe

vehapafivn

MoCo0TO £WC Kal 55% otnv Ph-B8sTiki) OAA kal oxedov 100%
atnv OAA Twv WpINwy B-kuTttapwy. Npocgdatwe, dsifaus 6T n
mpocdrikn prtovgapummc (375 mg/m?) xopnyoLusvn duo popic
ava Kokho xnpeoBepansiag Kata Tous mpwtou 4 KUKAOLE ToU
aynpatog hyper-CYAD BehTiwos Tn cuyvoTNTA UITOTPOTTAS Kal
v empiwcn og acBeveic nhikiag <60 ety (80). Amd Toug 23
acBeveicmou ftav duvatdv va diepeuvnBoly, oL omoiol émaoyav
amd OAA Twv WpIlwy B-kuttdpwy PN HIV aitiohoyiag kal vmo-
BARGnkav os Bepancia pe cuvduacud hyper-CVAD kal pitovél-
Hapmng, To 91% métuxe CR (81, 82). TuyKpITIKE, 0 Eheyyog Tou
1oTop KoL 48 acBevidv ol omoiol amoTéhecay Ty opada eAéyyou
Kal vrmoPandnkav ce Bepancia pove pe 1o oxfpa hyper-CVAD
£8e1€e OTL N egappoyh Tov cuvduacpol hyper-CVAD oyrjpatog
Kal pITou§Ipapung e€acgalios peyailTepa MocoaTd 2£T00G
smBiwong (89% évavtt 58%, p <0,001), 1Biwg yia Toug acBsveig
nAlKiag peyailtepng Twy 60 stwv (89% £vavtl 19%, p <0,01).

To ypwpcowpa tne Ohadéhgelag anmotehel TNV MALov Ko
KuTTapoysveTIkn dlatapayh otnv OAA Twy svnhikwy Kal ma-
patnpeital oto 20% éwg 30% Twv acBsviv. Ta amotehécpata
e KaBlepwpévng xnpeloBepamnsiag aoBevidv pe Ph-BsTiknA
OAA mapapévouy Twya, KaBwe n ouxvoTnTa AcBeviy mou
rmapovolalouvy pakpoypovia empiwon sival <10%. H aloysvrig
METAPOCYELON PAGCTIKWY KUTTAP WV (SCT) GUVICTATAL ETTOPEVIG
yla Ghoug Toug aoBeveic pe Ph-8sTikr) OAA mmou emmtuyyéavouy CR.
H cupmepidnygn ctoxsvpévwy Bepametmy pe ™ xprian TKI £xel
arhasl To amoTéheopa Tng Bepansiag yl' auvtiv TNy umoopada
™Nc OAA. H mpooBnkn TKI oz xnueloBepamsuTika oxfiuata mou
mephapfavouy Tic avBpakukhiveg, Tn PlvkploTivi Kal Tnv Kuta-
papivn sival duvatdv va £xgl cuvepyIKa amoteAéopata. Mapd to
yveyovog 6Tl To BEATIOTO oxfpa Xoprynong TKI Sev &xsL akdun
anooagnvioTsi 6oov agopd otnv OAA, Ta oxfpata mow faci-
Jovtal oTtnv mpwIUn évapén kal oTnv EMPAKUYGH TOU ¥povou
Bepameiag gaivetal 0TI divouv Ta kKaklTEpa amoterécpara. H
pecULMKA (atvipmn (imatinib mesylate) éxel dwosl evBappu-
VTIKG anmoteAéopata otnv Ph-BsTikr OAA pe cuxvotnta CRTNG
TAgng oL 96% (83, 84). H opada pag Arav avapeoa ot mpwTeg
opadeg mou cuvblacav TNV LATWINTN e oxApaTa évapéng
¢ OAA Beparmeiag. H Tautdyxpovn XopRynon ILaTvipmng pe
1o oYApa hyper-CVAD Beitinos Tn SLIApKEIa avTamokplong otn
Bspansia KaBWe kAL To exs0Bspo acBévelag dlaoTna os oyéon
JE TNV AMOKAEIOTIKR ¥opAynen Tov oxfuates hyper-CVAD ce
acBeveic pe Ph-BsTik OAN (85). Kata tn @acn tng évapénetng
Bepaneiag kal tn aan otabspomoinong, ¥opnynenke IpaTivi-
urn og 6oon 400 mg/nuepnoiwe yia 14 nuépsg Tautoypova
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