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X-Linked Agammaglobulinaemia (XLA)

To Baoikd éAAsippa orn PuAooulvdern Ayapac@aipivaigia (XLA)
(kAnpovopouUpevn MHE TO XpwHOoOwua X) e€ival n aduvapia TV
NPOSPOHWV B-AEHPOKUTTAPMWV VA WPINACOUV Ot B-Aspg@okUTTapa
Kal KUTTapa nAdoparog. Mn £éxovrag Ta KUTTApaA Nou €ival unevduva
yila TnV napaywyn avoooo@aipivev, ol acBeveig autoi &xouv
goBaprnl aAVeENAPKEId AVOOOOQAIPIVOV HE OUVENeEla oofapn
AvTICWHATIKA avENApPKEIA.

EIZATQrH

H ®uloolvdetn Ayaupaceaipivaigia (XLA) neplypdpnke and  Tov
Ap. Ogden Bruton yia npwTtn ¢opd To 1952. AuTrl n naénon, nou &ivai
yvwoTn Kal w¢ Nooocg Bruton r) Suyyevnc Ayapgupacgaipivaipia, gival ano Tig
NPWTEC NABNOEIC avoooavendpKkelag nou xouv kabopioTei. H XLA €ival pia
KANPOVOWIKN naénon avoooavendpKeiag, oTnv onoia ol agBeveic dev £xouv
TNV 1kavoTNTa va napdyouv avTiowuaTd, NPWTEIVEG NMou ouvioToUV TN
yauua ogaipivn ) To avoocoo@aipikd KAAoua Tou NnAAoPaToC aigaToc.

Ta avTioopata e€ival pia onuavTikoTatn NapAageTPoG TOU  AHUVTIKOU
gnxaviogoUu  TOU  OWHPATOG  €vavTl  OPICHEVWV  HIKPOOPYAVIOH®V
(n.x. Baktipia, 10U¢). Ta avTiowpaTa naifouv onuavTikd poAo oTnv iaon
and TIC AoIgwEeig, aAAd kal oTnv npooTacia and To va AacBeVAOEl KAVEIQ
and auTég neploodTEpo and pia @opd. Ta avTiowuaTta e€ivalr €1dika
oxedlaopéva €10l WOTE va ouvdudlovtal HE KABE HIKPOOPYAVIOHO
EexwploTad -O0nNwG piIa KAsdapid pe TO KAsidi Tng. ‘OTav  kanoiol
MIKpoopyaviopoi, Onwc Ta BakThpla, “npooysimvovTal” ge vav BAevvoyovo
UMEva 1 €iI0BAAAOUV OTO OWHA, TA AVTIOWWATA MOU  AVTIOTOIXOUV OTOV
MIKpoopyaviopo auTtd cuvdeovTal padi Tou yia va EKTEAETOUV NAVW ano Hia
AEITOUPYIEG MOU €ival EUEPYETIKEC yId TO ATopo. MNa napdadelypa, oplIoUEVOI
MIKPOOPYAVIOUOi MpENEl va MpookoAAnBouv oTa kUTTApA TOU OWHATOC
NPOKEIUEVOU VA MPOKAAEOOUV HIa ACIMWEN kal Ta avTiowpaTta gunodifouv
TOUG MIKpoOpyaviopoUg anod To va “KoAAnoouv” oTa kUTTapd. AvTIO®OPATd
nou Bpiokovral MNPOOKOAANUEVA OTNV EMIPAVEId KANOIWV nadoyovwyv
MIKpOOpYaviouwy, evioxUouv Tnv avTidpaon GAA@WV  QUUVTIK®OV
MNXAVIOH®V TOU OwPaToG (ONwc pia opada npwTeivov nou ovopaletal
OUMNARPWHA opoU TOU @igaTtog), ol onoiol Hnopouv APECA VA OKOTWOOUV
Ta BakTpia f TougG 1oUc. TEAoOC, PBakThpld MoU £xXOUVv €nIKAAUPBei pe
avTiowuaTta, €ival noAU nio eUKOAA yia Ta AeukokuTTapa (payokuTTapa) va
TA MEPIKAEICOUV KAl va OKOTWOOUV TOV HIKPOOPYaviopo napd Ta BakTtnpia
nou dev &ival E€NIKAAUPPEVA HE aAvTIOWOHATA. 'OAEC AQUTEC Ol EVEPYEIEC
anoTpENOUV TNV €i0000 TWV HIKPOOPYAVIOU®WY OTOUC 10TOUG TOU OWHATOG
KAl va NpoKaA&oouv ooBapeG AOINWEEIC.

To Baoiko eAatTwpa ornv XLA €ival n avikavotnTa Tou aoBevn va napdyel
avTiowuyata. Ta avTiowparta e€ival npwTeive¢ nou napdyovrtal ano
e€e1dIkeueva KUTTApA TOU OWHATOC, nNou ovoualovTal nAacuaTtokUTTapd.
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X-Linked Agammaglobulinaemia (XLA)

H avanTtuén Twv NAAoOPATOKUTTAPWY NPOXwWPd HE KABOpIOPEVN OIpa ano
Ta apxeyova aigonoinTika KUTTApa nou BpiokovTal HEOA OTOV HUEAO TWV
00TWV Kal €&eAicoovTal Ot avwpida AgP@oOKUTTApa nou ovoualovTal
npoyovika n npoédpoua B-AepgokUTTapa. Ta npoyovikd B-Aegp@okUTTapa
wpigalouv oe npo-B-Asp@okUTTapa kalr autd o B-AgpgokUTTapa. Kabe
B-Aep@okUTTAPO MEPEl  OTNV  KUTTAPIKA TOu enmipaveld Osgiyda TNng
avoooo@aipivng nou e€ival 1kavo va napdyesl. AuTtrl n avoooo@aipivn Tng
KUTTAPIKNG €nIpAvelag Mnopei va OecopeUsl EEVEG OUCIEG, Ol OMOIEG
ovopadovTal avtiyova. ‘Otav 1o B-Aepy@okUTTapo €pXeETal 0 €na®n HE TO
OUYKEKPIYUEVO avTioToIXO avTiyovo, OnwG o noAuocakxapitnG Tou
NMVEUUOVIOKOKKOU 11 To ToEo€IdéC TOUu  TeTAvVOU, wpIhalel  oe
nAaopaTokUTTAPO Kal €KKpivel avTiowpaTta. Kabe B-kUTTapo napayel €va
eEAAPPWC d1aPopeTIKO avTiowpa (i avoocoopaipivn) WOTE va ENITPEYEI OTOV
opyaviopd va avtanokpiveTal oTa €KATOPHUPIA TwV OIAPOPETIKWV EEVWV
oUCIWV.

O1 nepiocoTEPOI aoBeveic pue XLA €xouv npodpopa B-AsppokuTTapa, OPwc
noAU Aiya and auta e&eAicoovtal o€ B-AgpokUTTapa. ZUuVeENwg, N
unokeiyevn avendpkeia otnv XLA e€ivar n aduvapia Twv npodpouwV
B-Agp@okuTTapwy va wpigacouv os B-kUTTapa. O1 aoBeveic pe XLA €xouv
METAAAGEEIG oTO YoVvidlo nou €ival anapaitnTo yia Tnv odaAn €EEAIEN Twv
B-Agp@okuTtTapwyv. To yovidio autd, nou avakaAueBinke To 1993, AsyeTal
Btk | Tupooivikiy Kivaon Tou Bruton, npoc¢ TIHAvV Tou 1aTpoU nMou
nepieypawe tn vooo, uvrtayuatapxn Ogden Bruton. ‘'Onw¢ unodnAwveTrai
and Tnv ovopacia TnGg naébnong, To Yovidlo Btk evrtonileTar oTO
X XpwpoOowHa.

KAINIKH EIKONA

O1 aobeveig pe duloouvdeTn Ayappaceaipivaigia (XLA) eival enippeneic
oTnNV €P@Pavion AoIHWEEWV €neidr) oTePOUVTAl AVTIOWHATWV. O AOINWEEIC
ouxva cupBaivouv OToug N KOVTA OTOUG BAEVVOYOVVOUG UMEVEG, ONWG OTO
€0 0UC, TOUC Napappivioug KOAMOUG Kal Toug NVEUPOVEG, MNOPOUV OPWG
va €UNAEKOUV TO Aipa Kal Ta €0WTEPIKA Opyava. O1 aoBeveic dnAadn pe
XLA pnopei va €xouv AoIMWEEIC nMou agopoUv o€ napapivo (koAnitida,
emneQukiTida, wTimida, pivitida, PBpoyxiTida 1 nveupovia). Eniong ol
YAOTPEVTEPIKEG AOIMWEEIG pnopel va anoTeAoUv npoBAnua, €10Ika PE TO
napdoito Giardia, nou pnopei va npokaAei kolAiakd novo, didppoiaq,
MEIWUEVN avanTuén n anwAeia NpwTEIiVOV Tou opoU Tou aipgaTog Onwg n
yauua-ogaipivn. Opiopévol  nAaAl  acBeveic  pe XLA unopei va
avTigeTwnifouv NpoBARNATA PE OEPUATIKEG AOINWEEIC.

>Touc aoBeveic nou dev £XOUV AVTIOCWHATA, onoladnnoTe and TIC AOINWEEIC
QUTEC MUNOPEI va YEVIKEUBEI PE TNV €I0BOAN TOU MIKpoopyaviopou oTnv
KUKAOQOPpIia Tou aipgaTog kal va enektabei oe aAAa opyava, 6nwg Ta ooTd,
ol apBpwoeIc 1 0 eykEPaAog. O1 AolpwEeic oToug agBeveic pe XLA ouvnbwg
npokaAouvTal anod HIKPoopyaviohoUg Nou oKOoTwvovTal N eE0UdeTEpWVOVTAI
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X-Linked Agammaglobulinaemia (XLA)

and Ta avTiowWUaTa OToUuG @UuOIoAoyikoUGg avBpwnoug. Ta mnio koiva
BakTripla Nou npPOKAAoOUV AOIHWEEIC gival 0 MVEUPOVIOKOKKOG, O
OTPENTOKOKKOG, O OTA@UAOKOKKOG kal o Hemophilus Tng Influenzae.
Opiouéva €idn 1wv gnopolv €nionG va NPoKAAEoOUV 00BAPEC AOINWEEIC Ot
auToug Toug aoBeveic.

>TnV QUOIKN €EETaon, ol NepioodTEPOl aoBeveic pe XLA €xouv NoAU HIKPEC
apuydaAég kal Aep@adevec. AuTd oupBaivel €neidn To PEYAAUTEPO HEPOG
TWV AuUydaAwV Kdl TwV Asp@adévwv anoTeAsital and B-Aspy@okUTTapa.
'Otav anouocidlouv Ta B-Asp@okUTTapa, ol 10TOI AuToi €ival PEIWPEVO! O€
MEYEDOG.

AIANQzH

H diayvwon tng ®duAoouvdeTng Ayaupaocgaipivaigiac (XLA) 6a npénel va
e€eTaleTal os kABe ayodpl PE OUXVEC Kal Bapeiec AoIPWEEIG, 131aiTEpA €av
EXEl MIKPEC APUYDAAEG Kal AEPPAdEVEC.

O NpwWTOC NPOCUPNTWHATIKOC €AeyXoc Ba €npene va €ival yia a&ioAoynon
TWV avoooo@aipivVv Tou opoU aigaToG. ZTOUG NEPICOOTEPOUG ACOEVEIC UE
XLA 0OAec o1 avoocoopalpives (IgG, IgM kai IgA) €ival Egpavmg HEIWPEVEG N
anouolalouv. ‘OpwC unapxouv eEaIPECEIC’ KANoIol aoBeveic napayouv Aiyn
IgM 1 IgG. EmnAfov, Ta @QuaoloAoyika BpeEpn napdyouv HOVO HIKPEC
NoooOTNTEG AVOOOOMAIPIVWV KATA TOUG NPWTOUG UAVEG TNG {WNG, KAVOVTAG
To OUOKOAO va Olakpivel Kaveig &va BPeEQPOG HE HIA  QUOIOAOYIKN
KabuoTEpnon OTNV Napaywyrn avoooo@aipivov anod To PPEQPOC HE
npayuaTikr avoooavendpkeia. Eav ol avoooogalpiveg oTov opd aipaTog
gival XapnA€c r o ylaTpog €xXel EVTOVEC unowieg yia XLA, o apiBuog Twv B-
AEUPOKUTTAPWY OTO NEPIPEPIKO aipa npenel va eheyxBei. 'Eva xaunAo
nocootd B kutTtdpwv (oxeddv avunapkro) oTo aiga e€ival To Mo
XapakTnploTIkO Kal aionioTo epyacTnplako eUpnua os acBeveic pe XLA.

Av &va veoygévvnTo ayopl €xel adeppod, Eadep@o f Bgio and TNV NAEUPA TNG
MNTEpag pe XLA , 10 naidi eivar mBavov va ndoxel and XLA kal n
OIKOYEVEIA Kal Ol ylaTpoi Tou Ba npenel Auéowc va npoadlopicouv To
nocooTd TWV B-KUTTAPWV OTO aiga £T0I WOTE va EEKIVIOEI aywyr npiv To
naidi appwoTnOEl Kal €XEl 0OBAPEC TUVENEIEG.

H diayvwon Tng XLA pnopei va eniBeBaiwBbei ye Tnv anodeign tng EAAEIYNG
TNG NnpwTeivng Btk oTa povokUTTApa ) oTa aigoneTdAia r Je TNV avixveuon
HMETAAAAENC Tou yovidiou Btk oTto DNA. >xedOv KABE OIKOYEVEIA E€XEl HIA
OlaMOpPETIKN METAAAAEN oTo Btk, Opwg Ta HEAN TNG id1AG OIKOYEVEIAG
ouvnABwC €xouv TNV idia HETAAAGEN.
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X-Linked Agammaglobulinaemia (XLA)

KAHPONOMIKOTHTA

H ®ulooUvdetn Ayappac@aipivaipia (XLA) e€ivalr yeveTikn naébnon Kai
Mropel va kAnpovounBei 1 va MeTa@epBei PECA OE HIA  OIKOYEVEID.
KAnpovopeital w¢g ®uloocuvdeto (ME TO XPWHOOWHA X) UMNOAEINOUEVO
oTiyda. Eivar onpavTikd va €ival yvwoTn n Jopgpr KANPOVouIKOTNTAG Yid va
MMop€oel va katavonoel KaAUTEPA N OIKOYEVEIA YIaTi voosi To naidi, nooo
KIVOUVeUOUV Ta naidia nou Ba yevvnboUv apyoTepa va avTIMETWNIOOUV TO
i0l0 NpOBANUa Kal MOIEC €ival Ol OCUVENEIEC yia Ta undAoina PEAN TN
OIKOYEVEIQC.

Twpa Nou TO OUYKEKPIYEVO Yovidlo nou npokaAei Tnv XLA €xel
npoaodlopioTei, €ival duvaTo va eAeyxBouv kal Ta adeppia BNAUKOU YEVOUG
(adeppéc) evog aoBevry pe XLA, kabBwg kal aAAol ouyyeveic BnAukou
YEVOUG, OnwG ol Bgiec Tou naidiot and Tnv nAsupd TNG PNTEPAG, Yid vda
JIEUKPIVIOTEI €AV €ival Qopeig TnG nadnong. O1 gopeic Tng XLA dev €xouv
CUMNTWHATA, £X0UV OPWCE NIBavoTnTeG 50% va peTadwoouv Tnv ndénon os
KABe €vav anod TOUG YIOUG TOUG. Z€ OPIOMEVEG NEPINTWOEIG PJAAIoTa, €ival
duvaTtov va dianioTwBei €av To £PBPUO PNTEPAC MNou €ival (popgac Oa
yevvnBei pe XLA. AUTAV Tn OTIYHN, Ol YEVETIKOI AUTOi €Aeyxol yivovTal
MOvOo o€ Aiya epyaoTnpia.

OEPANEYTIKH ArQrH

Méxpl onuepa, Oev undpxel Tpono¢ va Bepansubolv acBeveic ue
duloouvdetn Avyappacgaipivaigia (XLA). To eAaTTwpaTikd yovidio dev
pnopei va enidlopbwOei 1 va avTikataoTabei, oUTE PNopEi N wpigavon Twv
NnpodpopwV B-AgupokuTTdpwyv 0c B-Aep@okutTapa va npoaxdei. Eivai
OMw¢ duvaTod va doBouv aToug acBeveic ye XLA kanola and Ta avriowuarta
nou Toug Asinouv. Ta avTicwpata Oivovral oTn  Hop®nR  TwV
avoooo@aipivv (1 yaugupa-ogaipivwyv), Kai gnopoUv va Xopnynouv
aneuBeiag oTnv KukAogopia Tou aipgatog (evOoAERIa) 1 KATW aAnod To
Oépua (unodopia). Ta oKeudouaTa avooooPaipivng NEPIEXOUV avTiowuaTa
nou unokaBioToUv Ta avTiowpaTta nou o acbevig pe XLA dev pnopei va
napdayesl and Povog Tou. lMepIEXOUV aVTIO®PATA Yyid TNV NASiown®ia Twv
HIKpoOpYyaviouwv. H avoooogaipivn €ival 101aiTepa  anoTeEAECUATIKA OTO va
eunodilel TNV €EaGnAwon AoINWEEWV PHEOA OTNV KUKAOQOPpIa Tou aipgaTtog Kal
OoTa Opyava kal oTouc I0Toug nou BpiokovTal Babid oTto owpa. MNa pepikoug
acBeveic eival w@EAIUN n xopnynon avTifloTikwv dld Tou OTOMATOG
Kabnuepiva yia va Toug npootatelsl and ACIHWEEIC 1 yIa TV QVTIMETOMION
XpOovIag BpoyXxiTidag n xpoviac pivokoAniTidac.

O1 aoBeveic pe XLA dev Ba npenel va dexovTal euBoOAia pe wvTtavoug 100G,
ONWG TNG MOAIOMUEAITIdOAG, Ta 1AApdg, TNG NapwTiTidag, TnG gpubpag
(MMR). Av kal dev eival ouvnBeg, eivar duvatd Ta JwvTtava cupoAia
(101aiTepa TO €UPOAIO TNG noAlopueAiTidag nou AauBaveral and To oTOMA)
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X-Linked Agammaglobulinaemia (XLA)

OTOUC NMACXOVTEC and ayaupacgaipivaigia, va JeTadwoouv TNV agbévela
nou eixav oxedIAOTEl va anoTpEYOouUV.

NMPOZAOKIEZ

O1 nepiocoTepol aoBeveic pe Duloolvdetn Ayappaceaipivaipia (XLA)
OTOUC 0Moioug XopnyeiTalr avoooogaipivn o€ TakTikA Bdon pnopouv va
{ouv OXEeTIKA QuaoloAoyikd. Aev xpelaleTal va €ival dnogovwpeévol n va
neplopifouv TIC dpacTnpliOTNTEC TOouc. Evepyr OUPMETOXN O opadika
abAnuaTa 6a €npene va evbappuveTtal. Kata kaipoUg, ol AOIMWEEIC YNopEi
va anaitTolv kanoia eninAéov npoooxr, aAAd Ta naidia pe XLA pnopoulv va
OUMMETEXOUV 0E OAEG TIG KAVOVIKEG OXOAIKEG Kal  €EWOXOAIKEG
dpaoTnPIOTNTEG, KAl PEYAAWVOVTAC VA YiVOUV €VAAIKEG HUE NAPAYWYIKEC
oTadlodpoieC Kal PE OIKOYEVEIEC. 'Evac nAApNG svepynTikdg Tponog wng
npénel va evbappuUveTal Kal va avapgeverai.
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