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To Baociko £AAsigypga otn PuAoouvdern Ayapac@aipivaigia (XLA)
(kAnpovopOUHEVN HE TO XpWHOOWHa X) eivar n aduvapia TV
NPOdSPOH®WV B-AEHPOKUTTAP®WV VA WPINACOUV Ot B-Aep@okuUTTapa
Kal kKUTTapa nAdogarog. Mn €éxovrag Ta KUTTAapaA nou €ivar unevbuva
yila TNV napaywyn davoooo@aipivedv, Ol aoOeveic autoi &xouv
ooBapn AVENAPKEIdA aAvoooOPAIPIVOV HE OUVENela oofapn
AavTICWHATIKA avendapkeia.

EIZATQrH

H ®uloouvdern Ayauppaocgaipivaigia (XLA) nepiypdpnke and Tov
Ap. Ogden Bruton yia npwTtn gopd To 1952. AuTh n naénon, nou eivai
yvwoTh kal w¢ Nooog Bruton 1| Zuyyevng Ayaupaogaipivaiyia, ivar anod Tig
NPWTEC NABAOEIC AvoooavendpKelag nou £xouv kabopioTtei. H XLA eival pia
KANPOVOWIKN Nabnon avoooavendpkeiag, aTnv onoia ol aogbeveig dev €Xouv
TNV 1KavOoTNTa Vva napdyouv avTiIOWPATd, NPWTEIVEC MOU OCUVIOTOUV TN
yaupa o@aipivn f To avoooo@aipikd KAAoPa Tou NAAoPATog aigaToc.

Ta avTiowuata e€ival pia onuavTikoTatn napdpeTpoc TOU  APUVTIKOU
MNXaviogoUu  TOU  OWMATOG  €vaVvTl  OPICHEVWV  HIKPOOPYAVIOHWV
(n.x. BaktApia, 10Uc). Ta avTiowpaTa nailouv onuavTiko poAo oTnv iaon
and TIC AOINWEEIG, aAAG Kal oTnV NpooTacia and To va aoBevhOesl KAVEIG
and auTéC nepIOOOTEPO and Mia @opd. Ta avTiowpata eival €101ka
oxedlaopeva €101 WOTE va ouvdudalovtal HE KABE MPIKPOOPYAVIOHO
EexwploTad -0nwC pia KAsdapid He TO KAe1di Tnc. 'OTav  kAnoiol
HIKpOOpYyaviopoi, Onwc Ta Baktnpia, “npoaoysiwvovTal” o evav BAEvvoyovo
UMEvVa n €l0BAAAoUV OTO Owla, TA AVTIOWMATA MOU  avTioToIXoUV OTOV
MIKpoOpyaviopo auto cuvdEovTal padli Tou yia va eKTEAECOUV NAVW aAno pia
AEITOUPYIEC NOU €ival EUEPYETIKEC YId TO ATOMO. lNa napdadelyua, OpICHEVOI
MIKpOOPYAVIOHOI MpENEl va NpooKoAANBouUv oTa KUTTApA TOU OWMPATOG
NPOKEIUEVOU VA NMPOKAAECOUV MHId ACIHWEN Kal Ta avTiowpaTta gunodifouv
TOUC HIKpOOpyaviopoug and 1o va “koAAfoouv” ota kUTTApa. AvTiowuaTd
nou BpiokovTal NPOOKOAANWEVA OTNV €nipaveld kanolwv naboyovwv
MIKPOOPYAVIOUWV, E€VIOXUOUV Tnv avTidpaon AWV  QPUVTIKQOV
MNXaVvIOJWV TOU owuatog (O0nw¢ pia ouada npwTeivov nou ovoudaleTal
oUNnNARpwHa opoU TOU aigaTog), ol onoiol Ynopouv APESA va OKOTWOOUV
Ta BakTipia n Toug 10UG. TEAOG, PBakThnpla Mou €xXouv EenIKaAu@Osi pe
avTiowpaTa, €ival noAu nio eUKOAA yia Ta AeukokuTTapa (payokuTTapa) va
TA NEPIKAEIOOUV KAl VA OKOTWOOUV TOV HIKPOOPYaviouo napd Ta BakTtnpid
nou Oev €ival enIKAAUPHEVA MPE avTiowpaTa. 'OAEC AUTEC Ol EVEPYEIEG
anoTpEnouv TNV €i0od0 TwWV HIKPOOPYAVIOUWV OTOUG I0TOUC TOU OWHATOC
KAl va NPOKAAEGOUV 00BAPEC AOIHWEEIC.

To Baoiko eAatTwua otnv XLA €ival n avikavoTnTa Tou acBevi va napayel
avTiowpaTta. Ta avTiowpaTta e€ival npwTeiveg nou napdayovral ano
€€e10IKEUPEVA KUTTAPA TOU OWWMATOC, Mou ovopalovtal nAaopaTokuTTapd.
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H avanTtuén Twv NAAoOPATOKUTTAPWV Npoxwpd PE KaBoployevn osipd ano
Ta apxeEyova aipgonoinTika KUTTApa nou BpiokovTdl JECA OTOV HUEAO TwV
00TWV Kal e€EeAiooovTal 0 avwpiga AgP@okKUTTApa nou ovopadlovTal
npoyovika n npodpoua B-AepgokUTTapa. Ta npoyovikd B-AgugokuTtTapa
wpigalouv oc npo-B-AeppokUTTApa KAl autad o€ B-Aep@okuTtTapa. Kabe
B-Aepy@oKUTTAPO @QEPEl OTNV  KUTTAPIKA TOou enipdveia deiyya Tng
avoocoo@aipivng nou €ival 1kavo va napdayel. AuTn n avoooogaipivn Tng
KUTTApPIKNG €nipaveiac Mnopei va Oeopelel EEVEC OUCIEC, Ol OrOIEC
ovopdadlovTal avTiyova. ‘Otav 1o B-Agp@okUTTapOo £pXETAl O €naAPn HE TO
OUYKEKPIMEVO  avTioToIXO avTiyovo, Onw¢ o noAuoakxapitng Tou
NMVEUUOVIOKOKKOU 1 To Tofoeldé¢ Tou  TeTdvou, wpipalel o
NAQOPaTOKUTTAPO Kal €KKPivel avTiowpaTa. Kabe B-kUTTapo napdyel €va
eAa@PwC O1aPOPETIKO avTiowua (f avoooopaipivn) WOTE va ENITPEYEl OTOV
opYyaviouo va avtanokpiveTdl OTd €KATOMHUPIA TwV OIAPOPETIKWV EEVWV
ouUCIWV.

O1 nepiocoTepol aoBeveic pe XLA €xouv npodpopa B-AsppokUTTapa, OPwE
noAU Aiya and auta eEeAicoovtal o€ B-Agg@okUTTapa. Zuvenwg, N
unokeigyevn avendapkelia ortnv XLA e€ival n aduvapia Twv npodpouwv
B-Agp@okuTTdpwyv va wpigdoouv o B-kuTtTtapa. O1 agBeveig pe XLA €xouv
METAAAGEEIC OoTO YOoVidIo MOU €ival anapaitnTo yia TNV odaAn €EEAIEN Twv
B-Aep@okuTTapwyv. To yovidlo autd, nou avakaAu@enke To 1993, AeyeTal
Btk n Tupooivikn Kivaon Tou Bruton, npoc¢ Tiyrv Tou I1aTpoU mnou
neplieypaywe tn vooo, Zuvtaypartapxn Ogden Bruton. 'Onwg unodnAwveTal
and Tnv ovopdcia TNG naénong, TO Yyovidio Btk evronileTal oTO
X XpwHOOWUA.

KAINIKH EIKONA

O1 aoBeveic pe dulooUvdeTn Ayappaceaipivaipia (XLA) eival enippeneic
oTNV €Ppavion AoIgwEswv €neidn oTepouvTal avTIoWPaTwyV. O1 AOIHWEEIC
ouxva oupBaivouv OTOUC I KOVTA OTOUC BAEVVOYOVVOUG UMEVEC, ONWG OTO
€0W 0UC, TOUGC NMapappivioug KOAMOUG Kal TouG NVEUPOVEG, UNOPOoUV OHWG
va €UNAEKOUV TO diga kal Ta eowTepikaA opyava. O acBeveic dnAadn pe
XLA pnopei va €xouv AoIHWEEIC nou agopoUv ot napapivo (koAniTida,
eMnNepukiTida, wTimda, pivitida, BpoyxiTida n nveupovia). Eniong ol
YAOTPEVTEPIKEG AOIMWEEIC Pnopei va anoTeAoUv npoBAnua, €idika HE TO
napdoito Giardia, nou pnopei va npokaAei kolAiakd novo, didppoiaq,
MEIWPEVN avanTuén N anwAeia NpwTEivwv TOU opoU TOU aigaTtog onwg n
yaupa-o@aipivn. Oplopévol  naAl  acBeveic  pe XLA punopei  va
avTigeTwnifouv NpoBANUaTa Pe dEPUATIKEG AOINWEEIG.

2TOoUuG aoBeveic nou dev €XOUV AVTICWHATA, onoladnnoTe anod TIG AOIHWEEIC
QUTEC MNOPEiI va YeVIKEUBEI PE TNV €I0BOAN TOU HIKPOOPYAVIOGHOU OTNV
KUKAOQOpia Tou aipatog kal va enektabei oe aAAa opyava, onwg Ta ooTd,
ol apBpwaoeIC N 0 eykeEPAAoc. O1 AoipwEeic oTouc aoBeveic pe XLA ouvnbwc
npokaAouvTal and PIKpPoopyaviououg Nou oKOTWVOVTAl | eE0UdETEPWVOVTAI
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and Ta AvVTIOWPATA OTOUG (@UOIOAOYIKOUC avBpwnouc. Ta nio Koiva
BakTnpia nou npokaAoUv AOINWEEIG €ival 0 nNVEUPOVIOKOKKOCG, O
OTPENTOKOKKOG, O OTAPUAOKOKKOG Kal o Hemophilus Tng Influenzae.
Oplopeva €idn 1wV pnopouv €niong va nNpokKaAéoouv coBapec AOINWEEIC Ot
auToUG Toug aoBeVeEic.

>TNV QUOIKA €EETAON, Ol NEPICCOTEPOI ACBeveIC e XLA €Xouv MOAU HIKPEG
apuUyYdaAEG kal Agpgadeves. AuTd oupBaivel €neidn To PMEYAAUTEPO HEPOG
TV aguydaAwv Kal Twv Aeg@adsevwv anoTeAsital and B-AgpgokUTTapa.
‘OTav anouaoialouv Ta B-Aep@okUTTapa, ol I0Toi auToi €ival PEIWPEVOI OF
HEyeBOC.

AIATNQZzH

H diayvwon Tng dulocuvdeTnc Ayaupacgaipivaigiac (XLA) 6a npenel va
e€eTaleTal o KGBe ayopl PE OUXVEC KAl Bapeiec AolpwéEeig, 101aitepa €av
EXEl MIKPEC APUYOAAEG KAl AEPNPADEVEC.

O NpwTOC NMPOCUMUNTWHATIKOG €AeyX0C Ba €npene va ival pia a&loAdynon
TWV AvooooPaipivwVv Tou opoU aidaToG. ZTOUG MEPICOOTEPOUG AOBEVEIC PE
XLA OAec ol avoocoo@aipiveg (IgG, IgM kail IgA) €ival Epavws PEIWHPEVEG N
anouaoialouv. 'Oywe unapyouv e€alpeoelc’ kanolol agBeveic napdyouv Aiyn
IgM 11 IgG. EminAéov, Ta QuolioAoyikd BpePn napdyouv HOVO MIKPEG
NOCOTNTEG AVOOOOPAIPIVWV KATA TOUG NPWTOUC MAVEG TNG {wNG, KAVOVTAG
To OUOKOAO va Jiakpivel Kaveic &va PBpEPOG HE MHIa  QUGCIOAOYIKN
KabuoTEpnon OTnNV napaywyn avoooo@aipivwyv and To PPePoC HE
npayudaTikn avoooavendpkela. EAv ol avoooo@alpivec oTov opO aipgaTog
gival XapnA&g N o yIaTpog €xEl EVTOVEG unowieg yia XLA, o apiBuog Twv B-
AEPUPOKUTTAPWY OTO MNEPIPEPIKO aipa npenel va eAeyxBei. 'Eva xapnAo
nocootd B kutTdpwv (oxeddv avunapkro) OTO aiga e€ivalr To Mo
XApakTNpPIOTIKO Kal a&lonioTo EpyacTnpiako eUpnua o€ aobeveic pe XLA.

Av £€va VEOYEVVNTO ayopl £xel adepPpo, Eadepo f Beio anod Tnv nNAsupd TnG
uNTEpag pe XLA , To naidi eivar mBavov va ndaoxel and XLA kal n
OIKOYEVEIG KAl Ol yiaTpoi Tou Ba npénel aUECwE va npoodlopiocouv To
nocooTd TwV B-KUTTAPWV OTO aipa £TOI WOTE va EEKIVIOEI aywyn Npiv To
naidi appwoTAOEI KAl €XEl COBAPEC CUVENEIEC.

H didyvwon Tng XLA unopei va eniBeBaiwBei ye Tnv anodeiEn Tng EAAEIWNG
TNG NpwTeivng Btk oTa povokUTTAPA | OTA AIMONETAAIA 1| JE TNV AViXVEUON
METAAAAENG Tou yovidiou Btk oto DNA. ZxedOv KABe oOIKOYEvVEIQ €XEl HIA
OIaQOPETIKN MHETAANAEN oTo Btk, Opwc Ta HEAN TNnG idIAG OIKOYEvVEIQg
ouvhBwG £xouv TNV idla NETAAAAEN.
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KAHPONOMIKOTHTA

H ®uloouUvdetrn Ayappacaipivaipgia (XLA) eivar yeveTikn naénon kai
MMopel va KAnpovounBsi 1 va JeTapepBei PECA OE MIA  OIKOYEVEI.
KAnpovopeitar w¢ ®dulooUvdeto (ME TOo XpwHOowHa X) UMOAEIMOPEVO
oTiyha. Eival onuavTiko va €ival yvwaoTn n Jop®r) KANpovouIkOTNTAG yid va
MMOPECEl va KATAVONOEl KAAUTEPA N OIKOYEVEIQ YIATI VOOei To naidi, n0co
KIvduveUouv Ta naidid nou Ba yevvnOoUv apyoTeEPA va AVTIMETWMNIOOUV TO
i0l10 NpOBANUa Kal MOIEC €ival Ol OUVENEIEC Yyia TA unoAoina PEAN TNG
OIKOYEVEIQC.

Twpa NoOU TO OUYKEKPIMEVO Yovidio nou npokaAei Tnv XLA E€xel
npoaodiopioTei, ival duvaTo va eAeyxBouv kal Ta adep@ia BnNAUKOU YEVOUG
(adeppéc) evoc aoBevr) pe XLA, kabBwg kar dAAol ouyyeveic BnAukou
YEVOUCG, Onwc ol Beiec Tou naidioUu and Tnv MAEUpd TNG PNTEPAG, yia va
JIeuKpIVIOTEI €dv gival popeic Tng nadnong. O1 gopeic TNg XLA dev €xouv
CUMNTONATA, £XOUV OPWC MBavoTnTeg 50% va peTtadwoouv TNV naénon os
KGOe €vav anod Toug YIoUG TOUG. Z€ OPIOHEVEG NEPINTWOEIC WAAIOTA, €ival
duvatov va dianioTwBei €dv To EPBPUO PNTEPAC mou e€ival gopeag Oa
vevvnBei pye XLA. AUTAV TN OTIYMRA, Ol YEVETIKOI auToi €Agyxol yivovTal
HOVO o€ Aiya epyaoTnpia.

OEPANEYTIKH ArQrH

MéExpl onuepa, Oe&v undpxel Tponoc va OepansuBolv aoBeveic pe
®duloouvdetn Ayaupaceaipivaigia (XLA). To eAaTTwpaTIKO Yyovidlo dev
hropei va enidiopbwbei 11 va avTikataoTabei, oUTE Pnopei N wpipavon Twv
NPOdpopwY B-Agp@okuTTdpwyv o€ B-Aepy@okutTapa va npoaxOei. Eival
OHwC duvaTo va doboulv oTouc acBeveic pe XLA kanola and Ta avTiowuarta
nou Touc¢ Aesinouv. Ta avTiowpata divovral oTn  Hopen Twv
avogoopaipivov () yAuua-o@aipivwyv), Kal unopouv va xopnynéouv
aneuBeiac oTnv KukAogopia Tou aipatoc (evdo@A£Bia) n KATw anod To
d0€pua (unodopia). Ta OKEUAONATA AvooooPaipivng NMEPIEXOUV aAVTIO®UATA
nou unokaBioToUv Ta avTiIowPaTa nNou o acBevng pe XLA dev pnopei va
napdyel and PoOvog Tou. MepIEXOUV AVTIOWHATA yia TNV NAElown®ia Twv
MIKpoopyaviouwyv. H avoocoogaipivn €ivai 101aiTepa anoTeAEoUATIKN OTO va
€UNodilel TNV €EANAwon AOIHWEEWY PECA OTNV KUKAOQOpPia Tou aigaTog Kai
oTa opyava kal oToug 10Toucg nou BpiokovTal Babid oTo cwua. MNa PepPIKoUG
aoBeveic eivar w@ENUN n  xopnynon avTiBloTIK®V dla Tou OTOMATOG
Kadnuepiva yia va Touc npooTtatelel and ACIHWEEIC 1 yia TNV AVTIHETWNION
Xpoviag BpoyxiTidag f xpoviag pIvokoAniTidag.

O1 aoBeveic pe XLA Oev Ba npenel va dgxovTal egPoAIa pe {wvTavoug 1oUg,
ONw¢ TNG MNOAIOMUEAITIOAC, Ta IAApdg, TnG napwTiTidag, TnG epubpdg
(MMR). Av kal 0egv e€ival ouvnBeg, eivar duvatd Ta lwvtava euBoAia
(101aiTepa To €PPOAIO TNG NOAIOPUEAITIOAG nou AaupBaverar and To oTOMA)
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OTOUC NAOXOVTEG anod ayaypac@aipivaiygia, va PETadwoouv Tnv acBévela
nou eixav oxediaoTel va anoTpEWPouUV.

NMPOZAOKIEZ

O1 neploooTepol aoBeveic pe DuAoouvOeTn Ayapuacgaipivaigia (XLA)
OTOUC Onoioug Xopnyeital avoooogaipivn o€ TakTIKA Bdaon pnopouv va
{ouv OXETIKA QualoAoyika. Aev xpelaleTal va €ival anogovwuevol f va
neplopidouv TIC OpacTnplOTNTEG Touc. Evepyr) ouppeToxn o opadika
abAnuaTta Ba énpene va evBappuveTtal. Katd kaipoug, ol AOIMWEEIC YMOPEI
va anairouv kanola eninAéov npoogoxn, aAAd Ta naidia pe XLA pynopouv va
OUMMETEXOUV Ot  OAEG TIC KAVOVIKEG OXOAIKEGC KAl  €EWOXOAIKEG
dpaoTnNPIOTNTEG, KAl MEYAAWVOVTAG va YivOuVv €VNAIKEC HE NAPAYWYIKEG
oTadiodpopiec Kal PE olkoyeveles. 'Evag nAfpng evepynTikog Tponog (wng
npenel va evbappUVETaAl KAl va avapeveTal.



INTERNATIONAL PATIENT ORGANISATION
FOR PRIMARY IMMUNODEFICIENCIES

NMArKOzZMIOZ OPrANIZMOZz AZOENSQN
N'TA NPQTOMNAOGEIZ ANOZOANENAPKEIEZ

MNaykoopioc Opyaviopog He oKoMo
TN BeATiwon TNG noloTnTag (wnNc TWV avepwnwv
ne MpwTonabeic AvoooavendpKeIeS

www.ipopi.org
info@ipopi.org




