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Am\aoTikn avaipia atnv maidikn nAiia

NaBoyeveTikoi pnyaviopoi kat cUyxpovn
Bepameia

H am\aotiki avaipia (AA) anmotelei pia cofapn aipatoloyikn Sratapayn,
emikTNTN Kat ouvOwg 181omadn. H katavopn TnG EMNTwong Th¢ mapouot-
alel duo aiyuég, oTIC NAIKIOKEG OHASEG TwV 15-25 ETWV Kal TWV Avw Twv 60
etwv. Ita madia nAikiag <15 eTwv avagépovtal 1-3 MEPLOTATIKA avd 108,
I1a maidid, onUAVTIKA €ival n avayvwpeion moavwy GUYYEVWwY cuvdpopwv
MUENIKA G QVETTAPKELOG TIPIV AMO TRV OPLOTIKN Stayvwon tng AA. Agv umtdpyel
maBoyvwpovikn e€étaon yia tn didyvwon tng AA. H peiwon Twv Eupopewv
OUCTATIKWV TOU TIEPIPEPIKOU AiMATOG CUVOSEVETAL OO HEIWON TNG KUTTA-
pofpibeiag Tou HUENOU TWV OOTWV Kal CUVOSEC aloppayieg, AoIMWEEIG Kat
wxpotnta. H meloPneia twv mepimtwoewv 16tonaboug AA agopd o€ évav
OUTOAVOGO UNXAVICUO KATAOTPOPRG TOU MUEAOU TWV 0GTWV. ZUVHOWG, évag
AayvwoTtog mapdyovtag odnyei o€ pia Th1 KUTTAPIKA amdvtnon, Ue umepma-
PAYWYN HUEAOKATACTAATIKWY KUTTAPOKIVWY, OTIWG IvTep@EPOVNG-a (IFN-a),
mapdyovta vékpwong tou 0ykou (TNF-a) kat vtepAeukivng-2 (IL-2), pe mapdah-
AnAn evepyomoinon tng 0800 Tou Fas kat cuvodo au§nuévn andéntwon Twv
pueNikwv KuTtdpwv. H avactpo@n Tng avwtépw eepyaciag pe KaTtaAAnAn
Oepamneia odnyei o€ KMVIKA VPEDT, EVW EMAVEVEPYOTIOINOH TNG EXEL WG ATTO-
Té\eopa unotponn TNG AA. AKOUN, UTTAPXEL Kal N mMOavoTnTa TG anwTePNg
EUPAVIONG KAWVIKAG VOOOU E TN HOPPT TOU LUEANOSUCTIAACTIKOU OUVSpALIoU
1 ™G oeiag pueloyevoug Aevyapiag. Ogparneia TNG AA HE TNV AVACTPOPN
NG AVWTEPW HUENOKATACTPOPIKNAG AVOGOAOYIKNG dlatapayig EMTuyxaveTal
HE TN XOPryNon avoooKaTaoTAATIKNG aywyng (AKA) pe avTi-OupoKuTTapIKi
o@aipivn Kal KukAoomopivn, kaBwg Kal pe Tn SlevépyEla PETAPOGKEVONG
apxéyovwv atpomointikwy Kuttapwv (MAAK) amd katdAAnAo 66tn. H MAAK
TIPOTIUATAL O€ VEAPOUG a00eVEiG, pe Bapld amAaoTikn avaipia kat S1a0écipo
ouppato adeh@o, Kabw Kal o€ mMEPIMTWUELG amoTu)iag Tng AKA (6mou xpn-
olpomoleital KATAAANAOG, N cuyyevi¢ 60TNC). AVOCOKATACTAATIKY aywyn
TpoTipaTal o€ aoeveig nAikiag >40 eTWV Kal o€ vedTEPOUG aaOeveig mou Sev
€xouv S100éo1po cupBatd adedpo. Me Tnv avwTtépw BepameuTikn Mpocéyyion,
OTIG GUYXPOVEG MEAETEG AVAPEVETAL TTEVTAETAG EMBiwon >75% Katl suviOw¢
>85%. INUAVTIKN TapAMEVEL N ApTia Kat éyKaipn SiayvwoTikn Siepevvnon,
KaOWG Kat N EMPUEANG UTTOOTNPIKTIKA AYWYR TwWV acOevwv.
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1. EIZATQrH

H emiktntn amiaotik avaipia (AA) amotelei omdvia
vooo otnv matdikn nAikia. Aev untdpxel pia povadikn mado-
yVwHoVIKA €€étaon yia tn Siayvwon tng AA Kal GUVETTWG
n Tekunpiwon tng didyvwong Baciletal o Kpitrpla, umo
TNV poUmné0eon 611 £xouv amokA&loTel AANAa voorpata
ou pmopei va mpodaiAouv avtiotolxa, aAAd TaploTouv
AANEG VOOOAOYIKEG OVTOTNTEG.

2. ENIAHMIONOTIA

H ouxvotnta tng AA avagépetal o€ 1-3 TEPIMTWOELG
avd 10° maidid nAikiag <15 €twv avd €toc. H nAikiakn
Katavoun tng gppdavions AA mmapouotdalel U0 KOPUEPEG,
OTIC NAIKIEC TWV 15-25 €TWV Kal TWV Avw Twv 60 ETWV.
H mAeioPngpia twv maildiwv mou Siaytyvwokovtal pue AA
éxouv Bapld vdéoo otn Sldyvwor Toug, HE Ta ayopla va
uTtEPTEPOLV. H vOoOoG epavileTal cuxvoTeEPA TNV TIEPLOXT
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NG Aciag Kal yU' auTto €xouv evoxorolndei TOoo yeveTIKOi
600 Kkal mepiBairlovtikoi mapdyovteg. 40

3. AITIONOTIA

H véoog €ival 161omabng ce mMocooTtd TOUAAXIGTOV
70—80% Kal o€ HIKPOTEPO TOCOOTO SeuTEPOTAONC. lNa TNV
avantuén deutepomaboug AA €xouv evoxormolnbei katd
Kalpoug pAapuaka-to&iveg, 1oyeveic Aolpwéelg, nmatitida
(opoapvnTiky nmatitida), autodvooa Voo uaTa, Kadbwg
Kal N mapo&UVTIKN VUKTEPLVH Alpoo@alptvoupia.’->48-13

ZNUAVTIKN €ival N EMKPATOVOA EVTUTIWON AVATTTUENG
AA pETA amo TN XPrion XAWPAU@AIVIKOANG, ETTELON TO @ApP-
Hako auTo gixe evoxorrolnOei amo maAld Adyw TNG MUENIKAG
am\aociag mou Yrmopei va mpokaAéoel. QoTO00, N CUCXETION
autn Sev gival loxupn Kal ciyoupa n onUAvTIKh Peiwon
NG XPNOoNG TNG XAWPAPPAIVIKOANG Sev €xel odnynoel o
avtiotolxn Meiwon TnG ouxvotntag eupaviong AA. Al-
Aol (PAPUAKEVTIKO[ TTAPAYOVTEG TTOU €XOUV €VOXOTTOLNOE(
mePIAAUBAVOUV TNV TIEVIKIAAMIVN, Ta AAaTa Xpuoou, TNV
KapBapadlemivn, Ta GAAKUAIKA, TNV ivOopeBakivn, Tn SikAo-
(PEVAKN, TIC COUAPOVAISEC, Ta aVTIOUPEOEISIKA PAPUAKA
KAl TN QOoUpPOoCepidn. Ta Svo mpwTa (MeVIKIAAUiVN Kal
dlata xpuoov) mpdyuatt cuvdudlovTal PHE TNV EMaywyn
AA.'Ocov agopd og dANoug ToIkoUG TAPAYOVTEG, £XOUV
avaeepOei Ta UTOPAPUAKA, TA XPWHATA, Ol OPYAVIKO(
Sla\UTEG Kat To Beviévio. Qotdoo, Sev gival TAVTA EPIKTO
va gvoyormolnBsi n xopriynon Twv avwtépw w¢ n attia
avémTuﬁnc AA.348-15

Eniong, Sidpopotl 1oi £€xouv avapepOei wg artiohoyikoi
TIAPAYOVTEG Kal € auTou¢ mepAapBdvovTal o 10¢ Epstein-
Barr, o Kuttapopeyaloidg, o 10¢ Tou anmou €pmnta 6, o
mapfoidg B19, ot oi nrmatitidag A kai B, iapdg, mapwTitidag,
£puBpAg, avepguloyldg kat ot pAafoioi o416

2N BiBAoypagia mapouoiddeTal CNUAVTIKH CUOXETION
opoapvNTIKAG NmaTtitidag kat avantuéng AA. Map’ dho mou
oTn AUON N CUOXETION AUTH APOPA O <5% TWV TTEPITTW-
ogwv, otnVv Acia mephapBdavel To 25% Twv SlayvVWopEVWY
aocBevwyv pe AA. Zuvnbwg agopd og veapd ayopla, Pe
Héon nAia ta 10 €tn. H nmatitda eivat cuvnbwg nma,
aAAd n AA Bavatng@odpog. 'HON 1o 1988, og eAAnVIKN
avagopd cslpdc 20 eTwv amd 5.500 maidid pe nmatitida,
4 avénrtu€av AA kat katéAn&av, evw n ev Adyw nratitida
ftav opoapvnTikn.26-78

Emiong, cagpng gival n CUCXETION NTTATIKAG VEKPWONG
Me TNV avantuén AA, n omoia evioxVetal amd ta dedopéva
NG Siayvwong AA HeTA and HETAPOOXEUON NTTATOG IE €V-
Sei€n kepauvoPolo opoapvNTIKN NMATITIOA. ZUYKEKPIUEVQ,
aAmAaCTIKA avalpia avevpiokeTal o€ TOCOOTO 28-33% TwWV

B. MAMAAAKHX kat I.XP. MEAETHX

TadIwV Kal 0To 5% Twv evnAikwv acBevwv, aAAd HOAIG
og <1% o€ aoBeveic pe AAAeg evleielg petapdoxeuong
Anatog.5”

4. AIATNQZH

H AA gival emiktnTn alpatoloyikny dlatapaxn HE Ta
akolouvBa kpitipla didyvwong: Apoogaipivn <10 g/dL,
aiporeTdAia <50x10°%/L, oudetepd@iia <1,5x10%/L, peiwpévn
KuTTapofpiBela otnv ooteopueAKy Bloyia kal amouacia
ONMAVTIKNAG ivwong 1} veonmAaopatikic dinbnong.*?

Agv untdpyel pia povadikn maboyvwpovikn e€€taon yia
™ Stdyvwon tng AA. I8laitepa onNUAVTIKOC €ival O ATTOKAEL-
OMOG OUYYEVWV CUVOPOUWYV HUENIKAG EKTTTWONG (avalpia
Fanconi k.4., miv. 1) kat AAAWV VOONUATWY TTOU UIMopPEi va
mpoBANNoUV PE TNV iS1a KAIVIKOEQPYAOTNPLAKK EIKOVA, OTIWG
gival n Mapo&UVTIKA VUKTEPLIVH Alpoc@alplvoupia Kal To
UTTOKUTTAPLIKO MUEAOSUCTIAAOTIKO GUVOpoo.4~1T1219-21

H AA xapaktnpiletal wg Bapid (severe aplastic ane-
mia, SAA) étav n KuTttapofpiBeia Tou HUEAOL TWV 0OTWV
(MO) eival £25% kal GuVUTIAPYXOUV TOUAAXIoToV SUO armod
Ta MapakAatw: AlpomeTtdhla <20x10%/L, oudeTePOPINA
<0,5x10%/L ka1 SiktuogpuBpokutTtapa (AEK) <40x10°/L n
<1% SlopOwpéva yia tov Ht. Qg oAU Bapld (very severe
aplastic anemia, VSAA) Bewpseitat n AA otav ta oudete-
PO@IAa gival <0,2x10°%/L.#

5.MNAGOODYZIONOrIA

Tpelg eival ol Bacikoi pnyaviopoi Pe Toug omoioug
propei va avantuxBei AA: (a) Autodvoon TpocBoAr Twv
apxéyovwv alpomointikwyv Kuttdpwv (AAK), (B) evboyevrig
BAABN Twv AAK Kkat (y) Statapayég Tou OTPWHATOG i Tou
MIKPOTTEPIBAANNOVTOC TOU pUgAOU Twv ooTwv (MO).

5.1. Autodvoon TPooBoAr TwV apxEéyovwy
QALUOTIOINTIKWY KUTTAPWV

H ummapé&n kat n $pAon Tou CUYKEKPIPEVOU UNXAVICUOU
avantuéng AA amodelkvieTal amod (a) TNV €pYacTnEIOKA
ToTOoToiNON AUTOAVOOOU PNXAVIOHOU HECW KUTTAPOTO-
EIKWV KUTTAPWV TIPOG TA KUTTAPA ToL MO, e amoTtélecpa
MUEAIKR éKTTTwon, (B) TNV avtanokplon Twv acOsvwy o€
AVOOOKATACTAATIKN aywyn, (y) TNV auv§nuévn ouxvotnta
Sidyvwong AA oeg aoBeveic ue HLA-DR2 avtiyovo 1oTto-
ouMBATOTNTAG, TO OTIOI0 EVEXETAL OTNV AVATTTUEN Kal
AA\wv autodvoowv voonudatwy, (8) Tnv gpyactnplakn
oTommoinoN TNG AvaoToANG avATITUENG PUCIOAOYIKOU
MO amé ta AgpgokiTTapa Twv acBevwv pe AA, (€) Tnv
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MNivakag 1. Zuyyevri cUVOpopa HUENKNG AVETIAPKELAG TTOU TIPETIEL va ammokAgiovTal Tiptv TEDEL n Sidyvwon Tng emikTnTnG amAAOTIKIG avatpiag (mpo-

oappoyn anod Alter?).

HAwia
Tuvdpopo (étn) ®Ulo loTopiko KAWVIKG XapaktnpioTikd  AipatoloyiKd XapaKTnPIoTIKA KAnpovopikétnta
Avaipia Fanconi 0-—-50 A=0 AdéNpla Café-au-lait knAibeg, MaoTtokuttdpwon, Bpoppomnevia, AUTOCWHATIKH,
unépyxpwon épuatog, avatyia, oudetepomnevia, UTTOAEITTOEVN,
Bpaxv avaotnua, UTTOKUTTAPIKOG MO, MAY, oeia @UAOCUVSETN (X)
TPIYWVIKO TTPOOWTIO, Aeuxaipia, cupmayeic oykol
maBoAoYIKOi avTixelpEG
Zuyyevng 0-—50 A>0 Appeveg 'Ovuyeg duokepatwolkol,  Maotokuttdpwon, BpopPonevia,  Guloovvdetn (X),
SuokepdTwon OUYYEVEIG Savtehwtd e€avOnua, avatpia, oudeteporevia, OUTOOWHMATIKNA
AeuKOTIAOKIO OTOMATOG UTTOKUTTAPIKOG MO, MAE, oeia eMKpaToLoa
Aeuxapio, cupmayeic 6ykot
Avaipia Diamond-  0- —50  A=0© loveig Bpaxu avaotnua, MaotokuTttdpwon, avatpia, AuTOOWHATIKA
Blackfan maBoAOYIKOI aVTiXEIPEG SiktuogpuBpomevia, umomiaaia €MKpatovoa
€pubpAg oelpdg oto MO, MAZ,
o&eia Aeuyapia, cupmayeic oykol
SUvdpopo 0-5 A=0 ASéNpla Bpaxy avdotnua, Oudetepomnevia, umonhacia AUTOOWHATIKA
Shwachman- Suoamoppdenon KOKKIWSouG oglpdc oto MO, MAS, UTTOAETOpEVN
Diamond o€eia Aevyatpia
JUyyevig 0-1 A=0 loveig ToPapéc holpwéelg Oudetepomevia, avaotolr AUTOCWHATIKH
oudetepornevia wpipavong oto eminedo Tou €MKpatovoa
nipopuelokuTTdpou, MAZ, oéeia
Aeuxapia
OpopPomevia pe 0 A=0 ASéNpla Amoucia Kepkidwv OpopPomnevia, peiwon AUTOOWHATIKA
anouacia Twv HE PUOIOAOYIKOUG peyakapuokuTtdpwy oto MO, UTTOAEITTOMEVN
KEPKISWV QVTIXEIPES Aevyatpia
AUEYAKAPUOTIKA 0-5 A=0 MNetéxeleg Opoupomnevia, peiwon AuTOOWHATIKA

Bpoppomnevia

HEYAKAPUOKUTTApwWY ato MO, AA, UTTOAELTTOMEVN

MAZ, Aeuxatpia

MO: MUeAdG Twv 00TwY, MAY: MugNoSUOTIAQCTIKOG oUVSpopo, AA: AMAACTIKNA avalpia

avevupeon avénUévwy —in vivo Kal in vitro— GUYKEVTPWOEWV
HUEAOAVACTAATIKWV/KATACTAATIKWY KUTTAPOKIVWY, OTIWG
wtepPepovne-y (IFN-y), mapdyovta vékpwong Tou dyKou-a
(tumor necrosis factor-a, TNF-a) kat ivtepAeukivng-2 (IL-2),
KaBW¢ Kat (0T) amo TNV Mo Tonoinon AvoolaKAG anmdvTnong
Tou TUTToU TwWV T-BondnTikwv KuttdpwyV (T-helper cell [Th1l-
type response), Katd Tnv omoia emdyovtal ol utodoxeig Fas,
HE emakOAoUB0 TNV auénuévn AmOTITWON TWV HUEAIKWV
KUTTApwv. Ta avwtépw mBavév evioxuovtal Kal amd tnv
avénuévn gvaicOnoia twv AAK oTig mpoavagepBeioeg
BAamtikég Spdoelc.

H autodvooou TUMOU PUEAOKATACTOAN CUVIOTA TOV

KUplo TTaB0@QUGCIOAOYIKO pnxaviopd avantuéng AA (eIk.
]).3,4,9,22731

5.2. Evboyevic BAGRN Twv apX€yovwy AlpoTTOINTIKWY
KUTTAPWV

H Umapén kat n 8pdon Tou ev AOyw LNXAvVIoUOoU ava-
ntuéng AA amodelkvieTtal and (a) TNV AveVPECN UEIWE-
vou aplBuou CD34+ kuttdpwv oto MO, (B) Tn MEIWUEVN

Suvatotnta avamapaywyng twv AAK acBevwyv pe AA ogin
Vitro KUTTAPOKAAAIEPYELEG, (V) TO MEIWMEVO aplOUS KUTTA-
PWV TTOU AVTEXOUV OE HAKPOXPOVIEG KUTTAPOKAANAIEPYELEG
(long-term culture initiating cells, LTCICs), (8) Tn pn emapkn
avantuén twv AAK twv acBevwv in vitro kal uTO 1I6AVIKEG
OUVOKEG KAANIEPYELAG, (€) TO UEIWPEVO PAKOG TEAOUEPWV
(ynpaopéva KUTTapa;) Kat (0T) TNV EUHOVH TWV aVWTEPW
oT1o MO Twv acBevwv PETA armd avoCOKATACTAATIKY Oe-
pareia TNG AA, EVW PETA Ao PHETAPROOXEUOH APXEYOVWV
AIUOTOINTIKWY KUTTApwV (MAAK) mapatnpeitat mAneng
ALHOTIOINTIKA AVvAKAUYN Kal avacTpo®r Twv wg avw
PAVOUEVWV. 349263132

5.3. Alatapax£G Tou CTPWHATOG
1} TOU PIKPOTIEPIBANOVTOC TOU UEAOU
TWV 00TWV

H ummapé&n kat n §pAon Tou CUYKEKPIPEVOU UNXAVIOOU
avantuéng AA umrotifeTal amo TIC TAPAKATW TTAPATNPNOEIG:
() O1 aoBeveic pe AA mapouacidlouv mTaBooyikn avantuén
TWV OTPWHATIKWY KUTTAPWV Tou MO o€ in vitro KAANEPYELEG
(mepimou o1o 50% TOU PuOCIoAoYIKoU), (B) ol acBeveig pe
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AVTlyovVOTTapouGCIaoTIKO
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AA petd and MAKK gpgavifouv pakpUTEPO XPOVo £wG TNV
ALUATOAOYIKH armokatdoTaon, (y) mapatnpeital maboAoyikn
(HEIWPEVN) EKKPION AIMOTIOINTIKWY AUENTIKWVY TTAPAYOVTWV
ano 1o oTpwua Tou MO acBevwv e AA.

Map’ Aa auTd, To OTPWHA TOU HUEAOV TwV acOevwV
e AA urmootnpilel EMAPKWE TNV AVATITUEN PUCIONOYIKWV
AAK o€ in vitro kuTTapoKaAAIEpyElEG, SlaTnpEital LETA Ao
™ MAAK kat utootnpilel emapkwe ta AAK Tou 86tn Tou
MO. ZuveTnWGg, N GUPPETOXH TOU HUEAIKOU OTPWUATOG TWV
aocBevwv otnv maboyévela Tng AA gival paA\ov meplopt-
ouévn‘1,3,4,9,25,31734

5.4. Odpuaka - Toéiveg - loi

MoAovoTI T avwTépw a@opoUV OTNV TTPWTOTAoN,
18lomabn AA, @aivetal 0TI Péow TwV MPoAVAPEPBEVTWY
TPV PNXavIoPWV avarntuooetal n AA kal oe acBeveig
e TN Seutepomadn popery, Adyw tng dpdong wv, eap-
MAKwv Kal To§ivwv (eIK. 1). Avaloya Pe Tn ¢don Kal Tnv
KUTTapofpiBeia Tou MO UTIAPXEL KAl N AVTIOTOIXN KAIVIKN
ﬂpOBO)\r'] (SIK. 2)‘1,3,4,9,77—74,16,18,26,35,36

6. KAINIKH NTPOBOAH

H kAwvikry mpofoAn Twv acBevwv pe AA agopd oe
AUECEC Kal OE EUUECEC OUVETIEIEG TNG OUBETEPOTIEVIAG,
NG avaipiog kat TG BpopPormeviag. Xwpig Oeparneia, n AA
KaTtaAnyel cuvtopa o€ 6Avato, Kupiwg Adyw alpoppaylwv

TNF-ox

B. MAMAAAKHX kat I.XP. MEAETHX

ToikétnTa yia
AM\a kUTTapa

Ekéva 1. Autodvooog UnXaviopog
avAamTuénG TN AmMaCTIKNG AvVaIliag
(tpomomoinuévo amo Young?).Ta
AVTlyOVOTIAPOUCIACTIKA KUTTApa
(APC) emdyouv oTa TTOAUKAWVIKA
ékmruén T-kuttapwv (T-cell), kaBuwg

* Anémtwon

1\.

_._f-_. 4 * KAl TNV TTOPaywyn VTEPPEPOVNG-a
| Kuttdpwv “. (IFN-a), mapdyovTa VEKPWaong Tou
O€ KUKAO il oykou (TNF-a) kat vTepAguKivng-2

- - (IL-2), evwy evepyomoleital Kal n
4 0 anéntwon péow tng odou Tou
i‘ Fas-Fas ligand. TeAio anotéAeopa

» €ivat n avénuévn anémtwon Kat n
\ KOATOOTPO®H TWV aPXEYOVWV AIHO-
TIOINTIKWV KUTTAPWY TOU HUEAOU
(hematopoietic stem and progenitor
cell), kaBwg kat n epedvion anhaoti-
KNG avaipiag.

Muelikr) ékmtwon !

A Aolpwewv. H SidpKela Twv CUUMTWHATWY TPV and Tn
Siayvwon egival cuvnBwe <1 prvag, evw oto 80% Ttwv
aocBevwv gival <3 Prveg.

TuvnBwcg Sev aveupiokovTal OTiYHATA YEVETIKWY VOON-
HATWV, T.X. SUCHOPEPIKA XOPAKTNPIOTIKE, Aeppadevomnabela,
omAnvopeyalia rj nmatopeyalia. H aveupeon twv avwtépw
Oa mpémel va kateuBuvel TN Sidyvwon o€ vOoo AAAN TNG
1SlomaBoug AA. 3414

7. AIATNQZH

H Sudyvwon tiBetal petd amd AAYn mARpoug ato-
MIKOU Kal OIKOYEVEIOKOU IOTOPIKOU Kal, AKOAOUOWC, UE
™ AentopepPn] KAWVIKA €€€Taon Kal Ta mmpoavagepbévta
gupnuata (kpttipla diadyvwong AA) tng e€€taong tou
TIEPIPEPIKOU A{PATOG KAl TOU HUEAOU TwV 00TWV. Baoikn
givat kat n e§€taon Seiypatog ooteopUeNKNG Bloyiag, yia
Tov akpiBéotepo kKabBoplopd TnG KutTapoBpiBeiag Tou
MO. 1o 10TopIkd avalntouvTtal Kal mMbavég eKOECEIC yia
™ Siayvwon dsuteponaboug AA.

EmMPBANETAL O ATTOKAEICUOC AAWV AITIWV UEIWHUEVNG
KuttapoPpibeiag tou MO. O KUTTAPOYEVETIKOC KAl MOPLAKOG
€\eyxoq yla avatpia Fanconi kat dAAAa cUvdpopa Guyyevouq
MUEAIKAG QVETTAPKELAG, O KUTTOAPOYEVETIKOG EAEYXOG YIa
QITOKAEIOUO UTTOTTAACTIKOU HUEAOSUOTIAACTIKOU GUVOPSHIOU
(MAX) kal 0 €A\eyXOC YO TOV QTTOKAEICUO TAPOEUVTIKNG
VUKTEPIVAG atpoopaipivoupiag (MNA) amoteAolv Baotkég



AMNAAXTIKH ANAIMIA: MTA©OTENEIA KAl ©EPATIEIA

‘Evapén

SOpBapa

Khvog
T Kurrdpu)vx-.,
K\vikny
TPoBoAn

Avoolakn \

amavtnon

Avakapyn

901

AnwTEPN VOOOG
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Ewkéva 2. MaBoguaoioloyia TnG amAaoTIKAG avaipiag (tpomomoinpévo améd Young®). pag@ikd, maplotdtal n cuoxEtion Heta&l g dpdong avooo-
AOYIKWV UNXAVIOUWVY £VaVTL TWV apXEYOVWY AIMOTIOINTIKWY KUTTApwv (AAK) Kat Tng amhaoTikhg avaiiag (AA). Apxikd, n dpdon evog mapdyovta
(100; @apudakou;) dleyeipel pa un UOIoAOYIKK avoolakh amdvtnon, n omoia onuactodoTeital amd TNV avanmtuén OAlYOKAWVIKWY, KUTTAPOTOEIKWY
T-kuTTdpWVY, ToU KataoTpépouv Ta AAK Kat n vooog mpoaAlel KAVIKA (aplotepd, évapén). Me tn Beparmeia avoooKaTaoTONAG 1 TN HETANOOKELON
apxéyovwy atgormotnTkwv KuTtdpwv (MAAK) 0 unxaviopdg autog avaoTpEPETal KAl TTAPATNPETAL TARPNG 1 HEPIKH ALMATOAOYIKY AmOKATACTACN
(kévtpo, avdkauyn). ZTnV MEPITITWON TIOU O £V AOYW PNXAVIOUOG EVEPYOTTOINOEL EK VEOU, TTAPATNPEITAL UTTOTPOTTH TNG VOOOU, EVW €AGV aTT6 TO HUEND
Twv 00TwV (MO) mou Aettoupyei o CUVORKEG stress avamtuxBoUv MaBoAOYIKOI KAWVOL AIMOTIOINTIKWY KUTTApwWY, Ep@avifetal pueANoSUCTIAQCTIKO
oUvdpopo (MAZ) ry o€egia puehoyevric Aeuxatpia (OMA) (6e€14, amwtepn vooog).

e€e1doelg oTo MAaiolo Tng Siepevivnong mOavng amaoTIKAG
avaldiag/HueNIKAG anmiaoiag.

MapdAAnAa, mpénel va eetaletal dueca n HLA-
ouUUPBATOTNTA TWV HEAWV TNG OIKOYEVELAG, YIa TNV KATA

1o SuvaTov cuvtopdTEPN ANYN BEPATIEVTIKWY ATTOPACE-
wvl7,3,4,8,12,14,20,31,37740

8. OEPATEIA

O katevBuvTAPLEG YPAUUES Yia TN Ogpareia Tng AA
Baoifovtal oTa Kovwg MapadekTd, KABWG Kal 6T clyXpovn
BiBAoypagia, dTwg autr —TTOAU WO TA- cUVOYILETAL OTIG
Katevbuvtrpleg odnyieg yia tn Sidyvwon kat Bepamneia tng
AmAaoTIKAG avaipiog tng British Committee for Standards
in Haematology.*#

8.1. YTOOTNPIKTIKA aywyn

3 € apKETOUC aoBeveic N vooog MpoBANAeL kat Staylyvw-
OKeTAl AOyw wxXpOTNTAG, AIHOPPAYIWV 1 KAl AOIHWEEWV.
InpavTikn gival n apyxlkry otabgpormoinon, kKabwg Katl n
OUVEXNG UTTOOTHPIEN TWV ACOEVWV, OTOIKEID TTOU ATTOTEAOUV
avanmdéomacTo TUAMA TNG 0PORC AVTIMETWTTIONS TOUG Kal
TNG EVVOIKNG ANTWTEPNG €éKPBaong.

Mpo@uAAKTIKR HETAYYION AlpoTTETAAWV cuvriBwG Xo-
pnyeital o€ TIHEG alpomeTaliwv <10x10%L. Emi mupeTtou, Oxt

omdvia ol acBeveic petayyifovtal o€ TIUEG AIPOTIETANIWY
<20x10°%/L. H xprion akTIvoBoANUEVWY TTAPAYWYWV AiLATOG
empPBai\etal og aoBeveic mou AapufAdvouv avoCOKATACTOAN
1 petapooxeuvon AAK, alAd Sev gival amoAUTwG avaykaia
TIPWV OO TA AVWTEPW.

Edv o aoBevric mapoucidlel onuavtikn Aoipwén oe
@acn oudeteporeviag, n omoia Sgv avTaToKpiveTal oTA
KATAAANAQ aVTILKEOBIAKA KAl AVTIMUKNTIOCIKA @APHIOKA,
n xopnynon Hetayyicewv akTivoBoAnpévwv oudeTepo-
@iAwv pmopei va Bonbnoel. Xe acBeveiq pe eAeyxoUeVNn
Noipwén, n dueon Sievépyela petapodoxeuong AAK evde-
XOUEVWG va armoTeAel kal Tov TaxUTePo TPoTo BeAtiwong
NG oudeTepomeviag.

H anmoomnacpatiki xopriynon epubpormotntivng (tHUEpo)
Sev €xel Béon otn Beparneia Tng AA. AvtiBeta, n Bpaxeia
xpnon avéntikoL rapdyovta Twv oudeTepoPilwv (G-CSF)
og €50(pOo¢ ONUAVTIKAG, UN AVTATTOKPIVOUEVNG Aoipwéng
purmopei va BonOroel, HoAovoTt TIpETel va SIaKOTITETAL
oe 1 €BSopdda, otnv nepintwon mou dev mapatnEnOsi
avénon tou aplOpov Twv oudetepoilwv. Xprion G-CSF
yla n Beparmeia tng AA Sev cuviotdtal. H Tpo@UAAKTIKA
XPon avTIBIOTIKWV KAl AVTIHUKNTIACIKWY PAPUAKWVY
OLVIOTATAL 0 OAOUG TouG acBeveic pe aplOuod oudetepo-
@iAwv <0,2x10%L. Emiong, n xprion ap@oTePIKiVNG TTPETTEL
va apxifel €ykalpa O€ PN AVTATTOKPIVOUEVO TTUPETIKO
enelood10 acBevwv pe AA.
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Teleutaia, ouvictdral kat n Bgparneia amocidripwong
O€ TTOAUUETAYYIOHEVOUG ACOEVEIC, PE TIUEG PEPITIVNG OPOU
>'| 000 “g/L‘3,4,9,37,47,42

8.2. OploTikn Beparneia

H oplotikn Bepameia Tng AA cuviotatal (a) oTn peTa-
HOOXELON APXEYOVWYV AIOTIOINTIKWY KUTTAPWV (MAAK)
(B) otn XOopPrRYnon avoooKaTtaoTaATIKAC Bepareiag (AKO).
Ot Mopwéelg kal ol alpoppayieg Ba mPETEL va AVTIMETW-
miCovtal KatdAAnAa kal o acBevric va otabepormoleital,
katd to Suvatody, npv and tnv évapén MAAK | tn xo-
priynon avoookaTtaoTtoAnG. YrevBupiletal kat maAt 6tL n
MAAK mBavov va amotelel To TaxUTeEPO PéCOo auénong
TOUu aplOUoU TWV AEUKWV/OUSETEPOPIAWY (KAl CUVETIWG
QAVTILETWITIONG TWV AOIUWEEWV).

Agv xopnyeital rHuEpo r} G-CSF pévo yia tn Bgpaneia
¢ AA. AvtioTtolxa, n xopriynon mpedvi{oAdévng Kal yevi-
KOTEPA OTEPOEISWY, ATTOCTIACHATIKA, SEV CUVICTATAL Yid
N Bgpaneia AA, emeldn) a@’ evocg gival avamoTeAECUATIKN
Kal a@’ eTépou endyel coBapéc AoIPWEELC.

8.2.1. Metaudoxeuon apxEyovwy alUoToNTIKWVY KUTTAPwWV
(MAAK). H MAAK a6 cupatd adeA@od amoTelel TV apxikn
Oeparneia emAoynig yia aoBeveic pe faptd (SAA) kat ToAU
Bapta AA (VSAA), nhikiag <40 eTwy, Pe TNV TpolmdOeon
BéRaia ot unapyel StaBéoipog HLA-ocupuBatog adeA@oc.
Ma to Aoyo autdy, n HLA tumomoinon tng olKoYEVELAG
emPBANeTAl Apeoa, e TNV uroyia Sdiayvwong AA.

O1 cuyxpoveg HeAéTeg avagépouv emBiwon 91% yua
aoBeveig NAIKiag <16 eTwv Kat 74% yla aoBeveiq peyaAUTEPNG
nAiog. Agv gival avaykaia n xprion aktivoBeparneiog oto
TIPOTIAPACKEVAOTIKO OXNUA. ZUVAOWE Xopnyeital oxriua
KUKAo@wao@auiong (CY) 3 CY/ATG (avTi-OupoKUTTAPLKAG
ogalpivng). H mpo@uAaén véoou pooxevpatog katd &e-
vioTn (graft versus host disease, GvHD) emituyxdavetal pe
N Xopnynon kukAoomopivng (CsA) kat Bpaxéog oxnUaTog
pebotpe€atng (MTX). H emPBiwon pe xprnyon CsA pévo, oe
ouyKkplon PE T xpnon ocuvdéuaopou CsA/MTX, gival 75%
gvavTl 84%, avtiotolxa. H xprion pooxeupatog ano mept-
@eptlka AAK auédvel Tnv mBavotnta GvHD kal cuvenwg
Sev ouviotdtal. Xopriynon AAK amd cupatd adelpo,
HETA anmd AMyn toug amod 1o MO, yivetal o€ eMapKr KUT-
Tapikn &déon.

Avtifeta, n MAAK amoé pn ocuyyevry 66Tn v amoteAei
Oepareia MPWTNG YPAUMNG YIA TNV AVTILETWITION TNG SAA
kat tng VSAA. H MAAK ané oupfato, pn ouyyevr 601N
xopnyeitat oe acBeveic nAkkiag <50 gtwv (§ 50-60 eTwWvV
O€ KAAN YEVIKN KATAOTAON) PHOVO av €Xel amoTuUxel éva
OXfIHa QOPUAKEUTIKIG OVOOOKATAOTOANG KAl, (PUOIKJ, av

B. MAMAAAKHX kat I.XP. MEAETHX

Sev undpyel kKatdAAnAog HLA-cuppatog 8otng. Bétioto
TIPOTIAPACKEVAOTIKO oXrjua 8ev uIAdpxEl, cuVAOWEG OPWG
oxfuata faociopéva og pAoudapafivn —xwpic aktivobepa-
TIEiQ— TTPOTILWVTAL YIA VEAPOUC AoBEeVEIC pue AA 24911315752

8.2.2. AvoookataotaAtiky Bsparmeia. AVOCGOKATAGTOAN
ouvioTdtal (a) og aoBeveig pe P Bapld amAacTIKA avalpia,
ol omoiol gival petayyillo-e€aptwuevol, (B) oe acBeveic pe
Bapia AA (SAA, VSAA), nAikiag >40 etwv, kal (y) og aoBeveig
pe Bapta AA (SAA, VSAA), nAikiag <40 eTwv, xwpig StaBéoipo
HLA-cupfatd adeh@po yia 66tn oe MAAK.

To BACIKO OX A AVOOOKATACTAATIKAG Oepareiag cu-
viotatal otn xoprnynon avti-OuUPOKUTTAPIKAG o@alpivng
(anti-thymocyte globulin, ATG) kat kukAhoomopivng (CsA).
H apxikl @don tng Beparmeiag mephapPdvel emiong tn
xopriynon oteposldwv o uPnA 86on yla tnv evioxuon
TNG AVOOOKATAOTOANG Kal TNV KAtd to Suvatodv, xwpig
avtidpdoeig, xopriynon tng ATG. MpoTtiudtal n ATG inmeiag
npoéAeuong kal oe SeUTepo Aoyo n ATG amod kévikho. H
Tapoucia MUPETOU, AoIMWEEWVY I altoppayLwy Sev amoTeAE(
anoAutn avtévdel€n yia tn xoprniynon ATG. Aev cuviotdtal
mAéov N pakpoxpovia xprion G-CSF, ylati —ek1d¢ and to
avénuévo k6oToc— Sev BeATiwvel aloONTd TNV Mpdyvwon/
emBiwon kat mBavév evéxetal otnv avdantuén puehodu-
OTAQCTIKOU CUVSPOUOU Kal 0&giag LUEAOYEVOUG AEUXAILIAG
(OMA) og anwTtepo Xpodvo. MeTd amd MARPEN AlLATOAOYIKN
anokplon (miv. 2), n xopriynon CsA cuveyiletal yla TOuAd-
Xl0TOV 12 prjveg akopn. O SIAUECOG XPOVOC AlATOANOYIKAG
ATTOKATACTAOCNG €ival ol 3 UAVEG.

Ta armoteAéopata TnG Bepaneiag (emBiwon) yia tn SAA
€xouv BeAtiwBei aloONnTd, anod 37% otn Sekaetia Tou 1980
O€ 83% -l-n 6EKQETiq TOU 'I990'274,9,71,31,41,42,46,48,49,52754

9. AMOTENEZMATA OEPANEIAZ

Ta anote éopata Tng Ogpamneiag éxouv BetiwOei ailcOnTa.
H emBiwon petd andé MAAK i avocokataoTaAtikr Beparneia
yla Toug veapoug aocBeveic kupaivetal and 80-87%, evw
TIPOKTIKA Ta anmoTeAéopata gival mepimou ta idla Kat yia
Toug Suo Tpomoug Bepameiag. MeyaAUTeEPNC NAIKiag acOe-
VEiG éxouv xelpodtepn mpoyvwon (gik. 3). H BeAtiwon twv
oxnuatwy postolpaciag yia MAAK Kal TnG UMOOTNPIKTIKAG
AYWYNG, 0€ CUVSVACKO UE TNV Apeon Slepelivnon, Tn oTa-
Bepormnoinon Twv acBevwv Kal Tn xopnyoupevn Bepaneia,
€xouv odnynoel otn BeAtiwon Tou mMocooTou emPiwong.
MdAiota, ol peléteg Bepareiag Ue AVOCOKATAGTOAN TTOU
€xouv dnuooieutei Tn SekaeTia 2000-2010 avagépouv emi-
Biwon éwg kat 89% petda amod Oepaneia avoooKATAGTOANG
ota ﬂdléld (TT(V. 3)'274,9,11,31,38,40—44,46749,53756
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Mivakag 2. Kpitpta andvtnong otn Bepaneia (tpomomoinuévo amd

Guinan®).

Amnavtnon

Kpitipla

Xwpi¢ avtamdkpion

Mepikn avtandkpion

Mapapévouv Ta kpitripla AA

Agv mAnpouvTal ta Kpitrpta AA Kal 0 acBevig
Sev xpndel petayyioswv

903

9.1. Anotehéopata Bepamneiac otnv EANGSa

'HéNn and tic apxég tng Sekaetiag Tou 1980 €xouv Snpo-
OlEVTEL TTEPITTWOELG MAOIATPIKWY Kal EVNAIKWV aoBevwv
pe emruxn ékPaon Oepamneiag PeETA amd PETAPOOXEUON
MUEAOU TWV OCTWV 1§ XOoPriynon QAVTIAEUPOKUTTAPIKOU
opov.?732 H Movada Metapooxeuong Mughou Twv OoTtwv

M\png bpeon Hb ®uotohoyikn tou Noookopeiou «EuayyeAlopude» dnuocisuce tnv mepi-
A"éi\SUTOC prsué‘? >1,5x10°/L Twon 6 acBeviv pe AA Kat emiTuxr Bepareia PeTd amd
OUCETEPOPInLIV MAAK pe pooyxevpata adedpwy, cupmnephapfavopévng
A 9
Aponetdhia >150x10°L TNG TTPOETOIPACIAC UE KUKAOQWO@AUION Kal AVTIAEUPO-
AA: AmaoTiki avatia KUTTOPLKO Op0'.38
1,000 - :
a ] P <0001 g 1000
~ 0,750 - - 0750
o) -1 o
3 1 3
Q. . ==
5 " 5 J
‘S 0,500 ‘S 0,500 - D
r 1 D = 1
o o -
> A >
£ 1 A=<y n=453  73% & ] A=20w RROSY  85%
0250 1 g=21.30yy n=168  75% 025 71 B=21-30yy n=339  73%
i C= 31-40yy =112  66% | C=31-40yy n=146 68%
. D=>40yy n=280 47% J. D=>40yy n=111  51%
0.0DU rrrrr T T T T T T T T T T T T T T 0,000 +——r—r—rr T T T T T T
0,0 1500,0 3000,0 4500,0 6000,0 00 1500,0 30000  4500,0 6000,0
Huépeg Huépeg and tnv MMO

Eikova 3. AnoteAéopata Oeparmneiag avoooKATAGTONG KAl LETAPOOXEUONG OPXEYOVWV ALUOTTIOINTIKWY KUTTAPWV yla Tn Bgpamneia amAaoTIKNG avatpiog
(AA), Tnv Teheutaia dekaetia (amd Bacigalupo?®). (a) Kapmiheg empBiwong acBevwv pe AA PETA amd Xopriynon avoooKATAoTAATIKAG Bepareiag. (B)
KapmuAeg empBiwong aoBeviv pe AA petd amd petapooyxeuon and HLA-amoluta cuppatda adéhgia.

MNivakag 3. ZUyxpova amoTEAECHATA AVOCOKATAOTOAG 0Ta matdid (tpomomoinuévo amd Guinan®).

Amnavinon oe Ymotpomn EmBiwon
Xwpa  AcOeveic AvoooKaTtdoToA} 6 MRveg (mapakoAouOnon) (mapakoAovBnon) Tuyypageig
lamwvia 119 ATG 55-77% CR+PR 22% (3 €tn) 88% (3 €tn) Kpjima et al, 2000
CSA
Savaloin
+G-CSF
leppavia 146 ATG 61% CR 14% (5 étn) 89% (5 €tn) Fuehrer et al, 2005
CSA
G-CSF
Kiva 51 Adpopa 27-79% Avdloya e To TPwTOKoAo Avdloya pe To mpwtdkolo Fang et al, 2006
Itahia 42 ATG 71% 16% (10 €tn) 83% (10 étn) Saracco et al, 2008
CSA
HMA 77 ATG 74% CR+PR 33% (10 étn) 80% (10 étn) Scheinberg et al, 2008
CSA
+MMF
+OIPOAIMOUC

ATG: AvTi-Bupokuttapikn ogatpivn, CSA: Kukhoomopivn A, G-CSF: Mapdyovtag Siéyepong amolkiwy KoKKlokuttdpwy, MMF: Mycophenolate mofetil, CR: MAjpng Ugpeon,

PR: Mepikn Ugpeon
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H povn ogipd veapwv aoBevwv mpoépyetal amod To Turua
Madiatpikric Alnatoloyiac-OykoAoyiag Tou Noookopeiou
Maidwv «H Ayia Zogia».*® Ao 60 maidid (34 ayopia) Sia-
peong nAkkiag 7 etwy, emiktntn AA Stayvwotnke o€ 37 (3
Sevutepomabeic AA). H mielopnepia twv acBevwv Sev eixe
oupBatolg ouyyeveic 86tec. Etol, pévov 8 urtofFANOnKav og
MAAK, pe nmevtaeth empPiwon 87,5%. AVOGOKATACTAATIKN
Oepamneia xopnyrnOnke og 29 aoBeveic (81,3% TOL CUVOAOU),
pe mevtaetn empBiwon 90%. H dekaetrg emPBiwon rtav
87,5% (MAAK) kat 76,0% (avoooKaTtaoToAr), avtioTolxa,
QAVTITPOOWTIEVOVTAG TN XEIPOTEPN TIPOYVWON TTAAAOTEPWV
TIPWTOKOAAWV AVOOOKATAOTOANG. Evag aoBevng, petd ano
Oepareio avOCOKATAOTOANG, EPPAVIOE KAWVIKH e§aAlayn.
Ta ouykeKplIuéva amoTeAéopaTa gival ISlaitepa euVoikA Kalt
BewpouvTtal andéppola TG dpeong Siepelivnong, Bepaneiag
KAl OXOAAOTIKAG UTTOOTNPIKTIKAG aywyNnG. AVTIOTOIXEG,
OUYXPOVEG O€lpéG aoOevwv Pe amoTeAéopATa EVNAIKWV
aocBevwv pe AA dev aveupébnkav dnuooctevpévec. Qotdoo,
ol EAAnveg aoBeveic emw@elovvtal OAwv Twv e€eAifewv
Kal Twv ouyxpovwyv Bepameiwv (I MeAETNG, TTPOOWTTIKN
EMKOIVWVIa).

10. ZYMIMEPAZMATA

H amAaotikn avatpia epgavifel cagn BeAtiwon Twv Oe-

B. MAMAAAKHX kat I.XP. MEAETHX

PATTEVTIKWY ATTOTEAECHATWY KATA TIG TEAEUTAIEG SEKAETIEG,
1600 ota S1EBvn kévtpa 6oo Kkat otnv EAAGdSa. Ot yvwoelq
NG arttohoyiag kat Tng maboguaotoloyiag epmiouTifovTal
OUVEXWG.

O Baotkdg alyoplBuog MPooéyylong veapou acBevoug
pe mOavry AA gival o akdhouboc:

— YXONOOTIKN] UTTIOOTNPIKTIKN aywyn
— Apeon edpaiwon tng Stayvwong AA

— ATTOKA&IoPOC AWV voéowv (ouyyevry olvdpoua, TTa-
PO&UVTIKN VUKTEPIVA aldoo@alplvoupia K.A.)

— Apeoog éleyxog HLA oikoyévelag

— Emi avevpeong HLA-ocupufatov adehpou, dueon Ole-
vépyela MAAK

— Y& un avevpeon HLA-cuppatol adelpov, dueon xo-
prnynon Bepaneiag avocokataoToANG

— Y& amotuyia Tng Bgpansiag avoocokataoToArig, MAAK
arnd eVOANAKTIKO §OTN.

Mée Tnv mapanmdavw avTIETWITION avapévovtal Ta BEATIoTa
amoteAéopata. QoT1o00, 1dlaitepa PETA anmd avoooKkata-
OTAATIKA Ogparieia, amalteital emaypUTTVNoN Kal Tapako-
AouBnon yla evdexopevn avantuén KAWVIKAG voGou.

ABSTRACT

.........................................................................................................................................................

Aplastic anemia in children: Pathogenetic mechanisms and current therapy
V. PAPADAKIS," J. MELETIS?
'Department of Pediatric Hematology-Oncology, “Agia Sophia” Children’s Hospital, Athens, 2First Department
of Internal Medicine, National and Kapodistrian University of Athens, School of Medicine,
“Laiko” General Hospital, Athens, Greece

Archives of Hellenic Medicine 2010, 27(6):897-905

Aplastic anemia (AA) is a severe, acquired hematological disease, which is usually idiopathic. There are two peaks of
incidence, at 15-25 years and above 60 years. In children under the age of 15 years, there are 1-3 cases per 10° chil-
dren, and at this age it is of utmost importance to recognize possible congenital bone marrow failure syndromes.
There is no single hallmark for the diagnosis of AA. Decreased bone marrow cellularity and function are evidenced
by a decrease in the peripheral blood count, with concomitant hemorrhage, infection and pallor. In the majority of
cases, AA is the result of an autoimmune destruction mechanism targeted at the subject’s own bone marrow cells. A
usually unidentified triggering event leads to aTh1 type cell response, with overproduction of myelosuppressant cy-
tokines, such as IFN-a, TNF-a and IL-2, in parallel with activation of Fas mediated, increased bone marrow cell apop-
tosis. Appropriate therapy results in reversal of the above pathways and clinical cure. There is a possibility of later
evolution to clonal disease, i.e., myelodysplastic syndrome (MDS) or acute myelogenous leukemia (AML). The forms
of treatment available for AA are appropriate immunosuppressive therapy (IST) or stem cell transplantation (SCT).
IST comprises anti-thymocyte globulin and cyclosporine. SCT is the treatment preferred for younger patients with
severe AA who have an available HLA compatible sibling donor, and in the case of IST failure (with the use of volun-
teer donors). IST is reserved for older patients and for younger patients without an available sibling donor. Currently
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treatment results achieve a 75% to 85% 5-year survival rate. Extremely important issues in the care of patients with

AA are prompt diagnostic evaluation and the meticulous supportive care.

Key words: Aplastic anemia, Child, Pathogenesis, Therapy
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