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H Bapeia Zuvduaopévn Avoooavendapkeia (BZAA-SCID) sivar pia
onavia npwTona®ng davOOOAdVENAPKEIA OTNV onoia undapyel
OUVOUAOHEVN Aanoucia TnG AsIToupyiag TwWV T-AEHPOKUTTAPWV Kdal
B-AEH@QOKUTTAPWV. YNAPXOUV CPKETEG YEVETIKEG dlaTapaxEg ol
ONoie¢ HNopoUV va npokaAéoouv Bapeid SZuvouaopEvn
Avoooavendpkeid. Ta eAA€ippaTa autd pnopoUv va NPOKAAECOUV
1I81aiTepn €uaiodnoia O nNOAU ooBapég AolpwEelic. AuTH n
KATAaoTaon kard yevikn napadoxn Oswpeital nwg gival n nio copapn
ano OA&eG TIGC NPWTONAOEIC avoooaveENAPKEIEG. EUTUXMG, UNAPXOuV
Oepaneieg, ONWG N HETANOOXEUON HUEAOU TWV OCT®WV, NOU HNopouvV
va avTIHETWNIoOUV ThV diaTtapaxn auTn kal oto HEAAov diagaiveTral
N UNOOXEON TNG YEVETIKNG/YOVISIaKNG Oepaneiag.

EIZATQrH

H Bapeid Zuvduaopévn Avoooavendpkeia (BZAA-SCID) €ival €va onavio,
Bavatn@opo oUVOPOHO YEVETIKNG aITIOAOYIAC OTO OMOoi0 ouvundpxouv n
EANeIYN T-AgP@OKUTTAPIKAG Kal B-AgpgokutTapikng Asitoupyiag (kar o€
NOAAEC MEPINTWOEIS  A€IToUupyiag Twv  QUOIKG @ovikwv 1 NK-
Aep@oOKUTTApWYV). O1 dIaTAPAXEG AUTEG MMOpoUV va MPOKAAECOUV €vTovn
guaiobnoia o€ NoAU ooBapec AoINWEEIC. Zhpepa €ival yvwoTeg SCID. Av
Kal OlapEPOUV OE OXEON ME Tn OUYKEKPIMEVN YEVETIKN OldTapaxn mnou
NPOKAAEI TNV avoooavendapkela, o€ PEPIKA and Ta pyacTnplaka eUpnuaTa
nou Ta xapakTnpilouv Kal oTO PMOVTEAO KANPOVOMIKOTNTAG TOUC, OAQ TOUG
napoucialouv ocoBapec eAAsiyeic TOCO OTNV  AsiToupyia  Twv  T-
AEPQOKUTTAPWYV 000 Kal G’ €KEIVN TWV B-AEuQoOKUTTAPWV.

ANENAPKEIA THZ TAMMA KOINHZ AAYZOY (y KOINH AAYZO0Z) EZI
AIA®OPETIKQN YNOAOXEQN KYTTAPOKINQN

H mo diadedopévn pop@ry SCID, nou npooBAaAAel oxedov To 45% TOU
OUVOAOU TWV NEPINTWOEWY, OPEIAETAl O pIa PHETAAAAEN evog yovidiou OTO
X Xpwupoéowua nou kwdlkonolei Tnv aAucida nou e€ival Kolvrl OToug
UNoOOXEIG €EI KUTTAPOKIVWV. AUTO TO OUOCTATIKO AVAQPEPETAl WC Y. ANO TO
“common gamma” yia Tnv Kolvn aAucida yaupa. MeTaAAd&eig oto yovidlo
autd €XOUV WG anoTEAECPA XapnAo apibuo dikwv Tou T- kal NK-
AEUQOKUTTAPWY, EVW TO MNOCOOTO KAl O apiBuoc Twv B-Aep@okutTdpwv
givar uynAd (xapaktnpiletar ano Tov T-, B+, NK- ¢aivotuno). Mapd Tov
MEYAAO aplBuo B-Aep@okuTTdpwy, dev UNAPXEl KAWia B-Agu@okuTTapikn
AgiIToupyia, apou Ta T-kUTTapa dev pynopouv va Bonbrnoouv Ta B-kUTTApa
va AEITOUpYAOOUV QuUOIoAOYIKA. H €AAsIyYn auTr KANPOVOMEITAl PE TO
QPUAOCOUVOETO (ME TO XPpWHMOOWHa X) UMOA&IMOPEVO XapakTnpa. Movov
AppeEVEG €xouv auTtov Tov TUno SCID, ol yuvaikeg OJwG pnopouv va
PEPOUV TO Yyovidlo kal &€xouv 1 oTmic 2 mBavotnTeg (50%) va To
MeTapiBaoouv o KABE yIo TOUG.
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ANENMAPKEIA AMNAMINAZHZ THZ AAENOZINHZz
(ADA ANENAPKEIA)

Mia aAAn pop@ny SCID npokaAsital and PeTAAAAGE&elc o€ €va yovidio mou
KwdIkonolei €va €v{UUO nou AEyeTal anapivaocn Tng adevoaivng (ADA). To
ADA cival onapvTikO yia Tn METABOAIKN A€IToupyia nMoikIAiag KUTTApWV ToU
OWNATOG, KUPIWG OMWC Twv T-kuTTdpwv. H anoucia Tou ev{Upou auTtou
odnyei OTnV  OUCOWPEUCN TOEIKWV  NApa-npoiovTwvy HEoa  OTa
AEP@OKUTTAPA NPOKAAWVTAC TOV BAvaTo Twv KUTTApwV. H €AAeipyn ADA
gival n deuTepn o€ cuxvoTnTa aitia spgavionc SCID kar avaAoyei nepinou
oT0 15% TWV NEPINTWOEWV. Bpepn pe authv Tnv pop®n SCID €xouv TIG
XAUNAOTEPEC TINEG AEPPOKUTTAPWY ano OAd, ME MOAU XAWNAEC TIMEG Kal
ota T, Ta B kai ota NK AgpggpokuTtrapa. H popen autrny SCID kAnpovopeiTtal
HME QUTOOWMATIKO UMOAEINOMEVO XapakTApad. Mnopei va npooBaiiel T6co
ayopia 000 Kal Kopitaia.

ANENMAPKEIA THZ AAYZIAAZ AADA TOY YINOAOXEA THZ IL-7
(IL-7Ra ANENAPKEIA)

Mia AaAAn pop@nry SCID ogeileTal oe peTaAAd&eic oe €va yovidlo aTo
XPWHOOWHA 5 nou &xel kwdIKonoiNUEVO €va AAAO OucoTaTIKO UnodoXEd
auénTikoU napayovTa, Tnv aAucida aA@a Tou unodoxeéa (IL-7Ra). 'Otav
yivovTal peTpnoeig T-, B- kal NK- Ageg@okuTTApwy, Ta vNNIia PJE TN HOPON
auTn €xouv kUTTapa B- kar NK-, 0pwg kaboAou T-AsppokuTtTapa. ‘Opwg Ta
Aep@okUTTapa B dev AeiroupyoUv €neidr) dev undapyouv T-Aep@okuTTapa.
H avendpkeia IL-7Ra €ival n Tpitn otg ouxvotnTa aitia Tou SCID kai
avTinpoownevel To 11% Twv nepinTwoswyv SCID. KAnpovoueital He
QUTOOWMATIKO UMOAEINOPEVO XAPAKTAPA. Mnopei va npooBdaiiel T6OO
ayopia 000 Kal Kopitaia.

ANEMAPKEIA THZ JANUS KINAZHZ 3
(Jak3 ANEMAPKEIA)

Mia AaAAn pop@ry SCID ogeileTal oe PeTaAAG&eic oe €va yovidlo OTo
XpwHOowpa 19 nou kwdikonolei &va &viupgo nou  BpiokeTal oTa
Aep@okUTTapa kai ovopaleral Kivaon Janus 3 (Jak3). AuTto 1o €vlupo sival
anapaitnTo yia Tn Asiroupyia TnG npoavagepBeioac  y. . 'ETol, oTav
yivovTal ol geTpnoeig Twv T, B kai NK Aep@okuTtTdpwy, Ta naidid Pye autov
TOV TUNO polalouv NOoAU MPE €Keiva mou nacyxouv ano guloouvdeto SCID,
onAadn eivar T-B+NK- @aivotunou. Kabwg autn n popopn SCID
KANPOVOUEITAI HE AUTOOWMATIKO UMOAEINOYEVO XAPAKTNPA, MMNOPEI vda
npooBaiiel Tdoo ayopia 600 kal kopitola. H Avendpkela Jak3 avTioToIXE]
o€ AiyoTepo ano 10% Twv nepinTwoswv Pe SCID.
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ANENMAPKEIEZ TQN AAYZQN TOY MOPIOY CD3

Tpeic akopa pop@ec SCID o@geilovTral o PeTAAAAEEIC oTa yovidia nou
EXOUV KWOIKOMOINUEVEC TPEIC ANO TIC aveEAPTNTEC NPWTEIVIKEG AAUCOUC Nou
ouvioToUv TO CD3 poOpIO  OTOIXEIO TOU  OUMMAEYHATOG  TOU
T-Aep@okuTTapikoU unodoxéa (TCR/CD3). AUTEC ol METAAAAGEEIC TwV
yovidiwv nou npokaAouv SCID €xouv wG anoTEAEOPA aVENAPKEIEC TWV
aAuoidwv CD39J, € ) {. Kal auTEg o1 avendpkeieg KANPovououvTal €niong Je
AUTOOWMATIKO UMOAEINOPEVO XapaKTAPA.

ANENAPKEIA TOY MOPIOY CD45

'Evag aAAog Tunog SCID o@eileTal oTa yovidla nou €Xouv KwOIKOMOINKEVN
Tnv CD45 npwTeivn nou PpiokeTal oTnv  enipaveia OAwvV TwV
AEUKOKUTTAPWV Kal Mou &ival anapaitnTn yia Tnv AIToupyia Twv
T-AEPQOKUTTAPWYV. Kal auTéC oI avendpkeleg KAnpovopouvTal ME
AUTOOWMATIKO UMOAEINOPEVO XapaAKTAPA.

AAAEZ AITIEZ THZ SCID

Teooepic akopa Tunol Tng SCID, yia Toug onoioug n Hoplakn aitia €ival
YVWOTH, €ival €keivol nou o@eilovral o€  yovidla nou  €Xouv
KwOIKOMOINUEVEC NPWTEIVEG Mou e€ival anapaitnTeG yia Tnv avanTtuén
unodoxewVv  AavooIaknG/avTiyoviknG avayvwpiong ota T- kadl  Ta
B-AepokuTTapa. AuTa €ival: n avendpkeia ota yovidlad EVEPYOMnoinong Tou
avaocuvduaopoU 1 kai 2 (RAG1 kai RAG2), nou Oc OpIOUEVEG MEPINTWOEIG
gival eniong yvwoTtn w¢ Zuvopopo Tou Ommen, n avendpkeia ApTEUIC Kal N
avendpkela TnG Atlyaong 4. Ta naidid pe TI¢ JopPec auTteg SCID oTepouvTal
T- Kal B- AENPOKUTTAPWYV, €XOUV OMWC AsppokuTtTapa NK, dnAadn €xouv
@aivoTuno T-, B- kar NK+. Kal auTéG ol avendpKeleC KAnpovopouvTdl e
aUTOOWMATIKO UMOAEINOPEVO XapaKTApPA.

TéNog, katd ndoa mOavoTnNTa UNAPYXOUV Kal GAAeC MeTAAAGEelc nou
npokaAouv SCID, ol onoie¢ akopa dev €XOUV NMPOCdIOPIOTEI.

AITOTEPO BAPEIEZ ZYNAYAZMENEZ ANOZOANENAPKEIEZ
(COMBINED IMMUNODEFICIENCIES - CID)

Yndapxel dia aAAn opada YeveTikwv dldTapaxwv TOoU avooornoinTiIkou, Ol
onoieg odnyouUv 0€ OUVOUAOHEVEG AVOOOAVENAPKEIEG, AAAG Oev pBAvouV Ot
TETOId BapuTnTa, WOTE va OIKAIoAoyoUVv TOV XApakTnpiopd wc «Bapeid»
ouvdudopEVn avoooavenapkeld. AKOAouBesi €vag KATAAOYOG TETOIWV
dlatapaxwyv, napoAo nou gival niBavov va undpxouv kal aAAa cuvdpoua
nou 6a pnopoucav va BswpnboUv kaTaAAnAa va oupnepiAn@Boulv OTIG
ouvduaopeveg avoooavenapkeieg (CID), Ta onoia dev avagépovTdl. ZToV
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KataAoyo Twv dlaTapaxwv auTwyv avikouv To 2uvOpopo Tupvou
NAEPPOKUTTAPOU - Bare Zuvdpouou (avendapkela popiwv MHC TaENng-2),
AvVENApKeId TNG TMOUPIVIKAG VOUKAEIVIKNG PwopwpiAaong (PNP),
avendapkela ZAP70, avendpkeia CD25, YnonAacia Xovdpwv-Tpixwv Kal
avendapkela popiwv MHC 1nc-Tdénc.

KAINIKH EIKONA

'Evac unepBoAikd peyaAoc apibpoc  AoINWEEWV €ival TO NPpwTAPXIKO
oupnTwha Bpepwv pe SCID. O1 AolgwéEelc auTeg dev €ival ouvnOwS Tou
I0iou €idoug PeE auTéG nou napouacialovral oTa QualoAoyika naidid, onwg
nx, ouxva kpuoAoynuara. O1 Aoipwéeic Tou vnniou pe SCID pnopei va sivai
noAU nio ooBapéc kalr aneliAnTikEG  yia Tn {wr TOUu Kdl Mropei va
nepIAauBAavouv Nveupovia, uNviyyiTida i HoOAUVOEIC TOU aipgaToG. H eupewg
d1adedopevn Xprnon avTIBIOTIKWV aKOPa Kal yid donPavTeG AOIMWEEIC EXEI
HETABAAAEl Tov Tpono ekdNAwoNng sugaviong Tou SCID, kaTd cuvenesla o
ylaTpoC nou napakoAouBei To naidi Oa npenel va eivalr eEaipeTiKa
UNMOWIAOMEVOG YIa VA avayvwpiosl TNV Kataotaon auTn.

O1 MIKpoOOpYaVvIOPOi Mou HNopouvV  va MPoOKAAECOUV  AOINWEEIC Ot
QualoAoyika naidid pnopouv va kavouv To idlo o€ naidid pe SCID, OPwG
AolgwEesic pnopei va npokAnBoUv anod MIKpoopyaviopouc f €ufoAia Ta
onoia ouvnBwc dev cival eniBAaBn os naidid pe puaOIoAoYIKn avoaoia. 'Eva
and Ta nio enikivduva and autd e€ival &vag opyaviopog nou ovopadeTal
MveupgovokUoTn (Pneumonocystis carinii) kai nou WNopei va NPoKaAEoel
paydaia Oavatngopo nveupovia (PCP) eav Oev  JdlayvwoTel  Kal
avTIMeETWNIOTE KAaTAAANAA. AANOC €nikivduvog opyaviopog €ival o 10¢ TnG
avepoBAoyiag (vacirella). Av kal n avepoBAoyld €ival evoxAnTikn Kai
NPOKAAel apketr) duogopia ota uyin naidid, ocuvnBwc neplopileTal oTo
OEpHA Kal oTouG BAEVVOYOVOUG Kal UMOXWPEI META and KAMNOIEC NUEPEC. ZTO
naidi ye SCID, pynopei va sival Bavatngopa O10TI eV UNOXWPEI KAl PNOPEi
va npooBAaiAel Touc nveUPOVEG, TO OUKWTI Kal Tov eykepaho. O
KUTTapopeyaioioc (CMV), Tov onoio oxedov OAOI HAG (PEPOUME OTOUG
Ol1EAOYOVOUG adEVEC ag, MNOpPEi va npokaAeoel BavaTn@opo Nveupovia os
Bpepn pe SCID. AAAol 10i enikivduvol yia Ta naidia pe SCID €ival o 10G Tou
anAoU £pnnta (Herpes Simplex), o adevoidc, n napaivpAouevla 3, o 16¢
Epstein-Barr (EBV 1 o 106 TnG Aoigwdouc Movonupnvwoncg), ol 10i TnG
NOAIOPUEAITIOAE, 0 16¢ TNG IAaPAC KAl O POTOIOG.

Kabwc Ta guypoAia nou déxovTtal Ta naidid yia Tnv avepgoBAoyid, Tnv IAapa
Kal Tov poToio €ival egBoOAla pe {wvTtavoug 1oUg, Ta naidia ye SCID pnopei
va npooBAnBolv and Touc 10UC auToUG MEOW TwV gPBoAiwv. Edv eival
YVWOTO NMwC KAMolo¢ oTnv olkoyevela gixe SCID oto napeAbov, n naocyel
andé autd oTto napov, Ta €PPoOAla autd dOev Ba npénel va yivovral oTa
veoyevvnTa BpEPn TNG olkoyevelag HeExpl To SCID va anokAesioTei yia
kabsva ano auTa.
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Eniong, o1 puknTioldkeéG AolpwEelic  (AolpwEelic and  CUPOPUKNTEG)
avTigeTwnifovral pe duokoAia. TlMa napadeiypya, ol (UUOPUKNTEG Tou
oTopatog (o&esia kavTivTiaon) €ival KOIVEC OTa NePIOOOTEPA BPEPN, aAAd
ouvABWC unoxwpoUV XWPIG ) YHE anAn QApPakeuTIKn aywyn. MNa Ta naidida
ge SCID n OTOMATIKN MuknTiaon ouvABwc enigével napd onoladnnoTe
(PAPHUAKEUTIKN aywyn: Hnopesi va napouocidlel BeATiwon, OPJwWG MOTE Oev
QeUYEl EVTEAWG, N enavepxeTal PHOAIG diakonei n aywyn. H nepiyevvnTikn
neploxn oOnou undpxel n ndva, ynopei eniong va nAnyei. Kata kaipoucg
(UMOMUKNTIOIOKA MVEUMOvia, anooThuaTta, HMOAUVOEIC TOU 0100(pAayou N
akopa kai gnviyyitida pnopoulv va avantuxBouv oe naidia pe SCID.

Eniyovn OiGppola nou OUVENAYETAl HEIWPEVN OWMPATIKA avanTtuén -
kaxe€ia, €ival ouxvo npopAnua ora naidia pe SCID. Mnopei va odnynosl o<
anwA&gia BApouc kal unoaiTioyo. H didappola Pnopei va NnpokaAsiTal anod Ta
idla BakTnpia, 10U¢ N napdoita nou npooBAAAouv Kal Ta QUOIOAOYIKA
naidid. =Tnv nepintTwon Oouws Tou SCID, ol opyaviouoi auToi €ival noAu
dUOoKOAO va anopakpuvBoUv anod TNV OTIVHN NOU €XOUV £yKATAOTABEI.

>1a naidid pe SCID pnopei va napouciacTouv Kal dEPHATIKEG EKONAWOEIG.
To d€pua pnopei va JoAuvBOei anod Toug idloug HUkNTeG (CUMOMUKNTEG) Nou
npooBailiouv kal To oTopa (npokaAwvTag o&eia kavTtiaon). MNMoOAAEG POPEC
ota naidid pe SCID upnopei va eugavioTei €éva €€avOnua nou Aavbaopéva
dlayVWOKeTAl WG €K{EPA, VW OTNV NPAYMATIKOTNTA MPOKAAEiTAl and pia
avTidpaon Twv T-AEJPOKUTTAPWV TNG MNTEPAC (Mou sioxwpnoav oTnv
KukAogopia Tou Bpepouc pe SCID npiv Tn yé€vvnon) KAata TwvV 10TV TOU
BpEpouc. AuUTO ovopaletal naenon PooXeUUATOC-EvVAVTIOV-EEVIOTH
(GVHD).

H €ykalpn didyvwon, npotoU npoAdBouv va avanTtuxBouv onoleadnnoTe
AoipwEesic oto naidi, eival €€aipeTikGd NMOAUTIUN KABWC Ol UETAPNOOXEUTEIC
MueAoU nou npaypartonoloUvTal OTouG 3 NPWTOUG MNAVEG TNG (WNAG EXOUV
96% nIBavoTNTEG €nITUXiAG. TNV MNPAYHATIKOTATA, O €AEYXOG OAWV TwV
veoyvwv yia SCID oUvTopa PETA TNV YEvvVNON €ival TEXVIKA €PIKTOG Xapn
OTIC NpOOPATEC NPoOdOUC TNG ENICTHMNG.

KAHPONOMIKOTHTA

'OAEC o1 JopPeC Tou SCID niBavoTata opeilovTal 0€ YEVETIKEG dIATAPAXEC.
AUTEC o1 dIaTapAXEC MMopel va kKAnpovoun®ouv amd Toug YOVEIC 1 va
opeilovTal og veeg NETAAAAGEEIC nou dnuioupyouvTal oTto naidi. 'Onwg ndn
ava@eepinke, To OPAAPA Pnopei va kAnpovounOei wg puAooUvdeTn (ME TO
X xpwpoowpa) diatapaxrn, oTrnv ornoia To yovidio KAnpovoueiTal and tnv
MNTEPQ, €iTE WG €vac and TouGg noAAAnAoUc TUMOUG AUTOOWHATIKWV
unoA&simnopevwy OlaTapaxwyv Onou kal ol OUOo YOVEIC @Epouv Eva
eAaTTWHATIKO Yyovidio. O1 yoveic Ba npénel va avalnTrioouv YEVETIKN
EVNUEPWON KAl KaBodnynon £Tol WOTE va £XOUV €MNiyvwon TwV KIVOUVWV
MIaG VEAG EYKUPOOUVNG.
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©a npéEnel va TovioTel Nwg dev undpxel owaoTh N Aavbaouévn anogaocn yia
TNV anokTnon nepiocoTepwv naidiov. H andégaon npénel va AngOei uno To
QWG TwV 101aiTEpWV NapayovTwy nou kabopifouv Tn doUn TNG OIKOYEVEIAG,
TNV KOOMOBewpia TwV Yoviwv, TIC BPNOKEUTIKEC TOUG AVTIANWEIC KAl TO
nepIBAAAOV Toug, Tov TpOMno nou a&lioAoyoUv TOV AVTIKTUNO TNG AaoBEvelag
oTIC {WEG TOUG Kal OTIC (WEG OAWV TWV HMEA®V TNG OIKOYEVEIAG. YNApYXOUV
auETPNTOl NAPAYOVTEC MOU WHNopei va eivar OlapopETIKOI  yia KaBe
OIKOYEVEIQ.

OEPANEYTIKH ArQrH

Ta naidid nou avTigeTwNI{OUV QUTAV TNV aneiAnTikn yia Tnv {wr KaTaoTaon
xpeiadovTal OAn Tnv aydnn kKai Tnv unooTnpiEn nou pnopouv va dwoouv Ol
yoveic. Mnopei va xpelaoTei va unootoUv enavalauBavoueveg voonAeieg ol
OMOIEC, WE TN O€Ipd TOUG, PMOpEl va ouvdEovTal pe enwduvecg d1adikaaoiec.
Eivar avaykn ol yoveic va enioTpaTteloouv OAd TA E€0WTEPIKA TOUG
anoB<parta yia va pdbouv va xelpidovral TNV aywvia kar Tnv nieon ano To
OUVTPINTIKO aQuTO yeyovoc. Mpenel va €xouv Ekabapouc kal anodoTIKoUg
MNXaviopoUG avTIMETWNIONG TOUu Kdal oudadec unootnpiEnc. O1 anaitnoeig
OTOV XPOVO KAl TNV EVEPYEIQ TWV YOVEWV Nou @povTilouv €vav acBevr) Je
SCID cival TepdaoTieG. Eav undpxouv adeép@ia, ol yoveic Oev npensl va
Eexvouv va poipalovTal TNV aydann kKai Tnv @povTida Toug Pe auTd. 'Exouv
eniong avaykn va diabeoouv gvépyela oTnv OIATAPNON TNG OXEONG METAEU
Touc. Eav n nieon ano tnv acBéveia Tou naidioU kal and Tnv Bepansia Tou
KATAoTPEWOUV TN OUYKPOTNON TNG OIKOYEVEIQG, €&va  EMITUXNMEVO
BEpaAneUTIKO AMOTEAEOWA yia Tov acBevn €ival npaypaTtika pia kougia
ViKn.

To naidi ye SCID npéEnel va €ival anogovwpevo anod 0Ad Ta naidid €Ew ano
TNV olkoyevela, 101aiTepa Ta MIKPA naidid. Edv undpxouv adEp@ia nou
nnyaivouv oTtov naidikd oTabud, vnniaywyeio, kKATnNXNTIKO 1 ONUOTIKO
oxoAgio, n mBavoTNTa va QEpouv OTo ONiTI avepoBAoyid avTinpoowneUeEl
TOV HEYAAUTEPO KivOouvo. EUTUXWC, N AneiAn auTrh €XEl NEPIOPIOTEI PE TNV
gupeia xpnon Tou guPBoAiou yia Tnv avepoPAloyia (Varivax). Map’ 6N auTa,
gival anapaitnTo ol YOVEiC va €uaiobnTonoIinoouV TIGC OXOAIKEC APXEC WG
NpPoc Tov KivOUVO auTo, £TOI WOTE va €1donoloUvTal €av Kal 0Tav Undapxel
avepoBAoyid oTto oxoAegio. Eav Ta adeppia Tou acBevi TNV €XOUV NEPACEI N
€XOUV KAvel To eUBOAIO, Oev undapxel Kivdouvoc. Eav Ta adeppia €xouv €pbel
O€ OTEVN enagn Pe aTopa Pe avepoBAoyid kal Oev TNV €XoUV NepPAcel f) dev
Exouv epBoAlaoTei, Ba npenel va Peivouv o€ aAAo oniTi kata Tn OldpKEIa
TNG NeEPIOdOU enwaong Tou 10U (ano 11 wg 21 nuépeg). MapadeiypaTa
oTEVNG €NAPNnC yia Ta adéppia Ba pnopoUcoe va €ival va PHeAETOUV aTo 010
ypageio, va Tpwve oTo idl0 TpaAn&d n va €xouv nai&el pe éva naidi oTo
onoio va ekdnAwOnke avepoBAoyid onoladnnoTe OTIYUN HECA O 72 WPEG
META TNV enaen. Edv napouaoidoel kanoio and ta adpgia avepoBAoyid oTo
oniTi, ekBETOVTAG £TOI TOV a0Bevr oTov 10, 0 acBevic Oa npenel va AABel
€101k avoooogalpivn yia avepoBAoyia (VZIG) f Begpancia unokataoTaong
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avoooopalpivng auéowc. Eav napoA’ auta Tto naidi ekdnAwaoel avepoBAoyid
Oa npener va Tou N TNG XopnynOei evOoAeBiwg AkukAoBipn OTO
Noookopegio yia 5-7 nuEpec. >Ta naidid mMou €Xouv €PBOAIQOTEI PE TO
€UBOAIO moAlopueAiTidac pe (wvTta 16, ynopei va undapxel (wvtavog o 10¢
OTIC EKKPICEIC TOUC, Npdayua nou Ba €BeTe o€ kivouvo To naidi ye SCID. MNa
To AOyo auTd, Ta naidid nou €pxovTdl o€ €nagn ME Tov acbevn (ONwc Ta
adeppia) 6a npenel va KAvouv TO EVECIUO €UBOAIO MOAIOPUEAITIOAG PE TOV
€EOUDETEPWHEVO 10.

Suvnlwc Ta naidia pye SCID dev Ba npéenel va nnyaivouv oe dnuoOCIoug
xwpou¢ (naidikoi oTabuoi, €KKANCIEG, XwWPOlI avapovng o€ 1aTpeia KAn)
onou eival niBavo va ekTebBouv o AAAa PIkpa naidia nou Oa pnopouacav va
gival popeic enikivOuvwyv HPETAdOTIKWV Napayovrwyv. H enagr pe Toug
OUYYEVEIC €niong npénel va e€ival nepiopiohévn, €10IKA HE OOOUC €XOUV
MIKpa naidia. OuTe €€elnTnueveg d1adikaoieg anogovwaong, oUuTe n Xpnon
pNaokac n nodiac anod ToOuG YOVEIC €ival anapaitnTeg oto oniti. Eival opwg
ouUCIacoTIKO TO OUXVO NMAUCIHNO TWV XEPIWV.

Av kal dev undapxouv &IdIkeéc dialTec nou va BonBouv, n diaTpoPn eival
NoAU ONUAvTIKN. Z€ OPIOUEVEC NEPINTWOEIC, TO NaAdi pe SCID dev pnopei va
anoppo@noEl TNV TPOPr KAvovika, npdypa nou PE Tn O€Ipd TOU WNOPEI va
odnynoel o eAAInn Opewn. MNa Tov AOYo auTd, KAMOIEC (POPEC TO naldi
Mnopei va xpelaleTal ouvexopevn evOopAEBIa oiTion yia va diaTnpnoel TIG
anapaitTnTec ouaciec kalr Bepuidec ot @uoloAoyika e€nineda. Ta AppwaoTa
naidid kata kavova dev €xouv OpeEn yia ¢gaynTo, yI' auTo WMOoPEi va pnv
gival duvarn n IkavonoinTikf dIaTpo®pr HE TOV ouvnBIoUEVO TPOMoO.

O B6avatoc ano Aoipw&n ano nveupovokuoTn (Pneumonokystis Jiroveci),
Evav eupewC O1a0edOPEVO HIKPOOPYAVIOWO MOou onavia npooBAaiAel uyin
atopa, npokaAei nveupovia oe acBeveic pe SCID. 'Opwcg, n nNveupovia ano
TOV OpPYyaviouo auTO MMOpPEl va anoQeuxBei Pe MPOPUAAKTIKA aywyn MEe
TpINEBponpiun-couApapedo&aloAn (trimethriprim-sulfamethojazole). 'OAa
Ta naidia pye SCID 6a npenel va AauBavouv auThAv TNV NMpoANnTIKN aywyn
HEXP! va dlopBwoei n diaTtapaxn orta T- kUTTApPA TOUC.

EMBOAIA ME ZQNTANOYZ 1I0YZ KAI METAITIZEIZ ME MH-
AKTINOBOAHMENO AIMA 'H AIMOMNETAAIA EINAI ENIKINAYNA

Edv €osig | o yiaTpog oag unonTteleaBe 0TI To nNaidi oag nacxel andé coBapn
avoooavendapkeia, dev Ba npenelr va eMNITPEYETE va UPOAIAOTEI yia poTOiIO,
avepoBAoyid, napwTiTida, IAapda, noAlopueAiTIOa e Tov (wvTa 10 N EYBOAIO
BCG vyia Tnv npoAnwn TnG uuaTtioong, HEXp! va a&oAoynBei n
avoooAoYIKN kaTtaoTaor Tou. 'Onw¢ avapepdnke nio Navw, Ta adEpgpia Tou
naoyxovTtoc naidiou dev Ba npenel va dexToUV €UBOAIO MOAIOMUEAITIOAC ME
Tov {wvTavo 10 1 To VEo gUPOAIO yia Tov poToid. Eav yivouv Ta unoAoina
eUBOAIa pe CwvTavoug 10U¢ oTta adepgia Tou naidiou, dev eival nmiBavo va
dlackopnioToUVv 1 va PeTadobouv oe auTo. EEaipeon anoTeAei To guBOAIO
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Katd Tng avepoBAoyidc e€av Ta adep@ia  ekdnAwoouv  €E€AvOnua n
(PUOOoaAidec.

e nepintwon nou To naidi pe SCID xpeialerar petdyyion aigatoc n
aigoneTaAiov, Ba npeEnel NAvToTE va OEXETAI Aiya f AIJONETAAIO Mou va
EXOUV akTivoBoAnBei kalr va e€ival apvnTmikd o CMV kadl Xwpig
AeukokUTTapa. H npo@uUAa&n auTn €ivar anapaitnTn yia TNV anoguyn
Bavatneopag nadnong MooxeupaTog-evavTiov-Eevioty (GVHD) and T-
Aep@okUTTapa Kal Peradoong oro naidi piag Aoipwéng pe CMV.

EIAIKH OEPATEIA

Oepaneia  unokataoTracng Mde avoooogaipivn (IVIG) 6a npéner va
xopnyeital o naidia pe SCID oTav €xouv ocUPNANPWOEl TouG 3 PNveS LwnGg
Kai/ny €xouv unooTei AolwEeic. Av kal n Bepansia pe avoooo@aipivn dev
anokaBioTa Tn AsiToupyia TwV EAATTOHATIKOV T-KUTTAPWYV, avanAnpwvel
Ta anovTa avTiowuara nou npokaAouvTtalr and Tnv diatapaxn orta B-
Aep@oKUTTAPA Kal €ival, Katd GUVENEId, WPEAIHN.

MNa Toug aoBeveic pe SCID nou ogeiAeTal o€ avendpkeld anapivaong Tng
adevooivng (ADA), €xel xpnoigonoinBsi Pe apkeTn emiTuxia n Oepancia
uUnokaTtaoTaonc PE HIa Tpornonoinuevn popdpn Tou evl{Uuou (anod ayeAada
kal Agyetar PEG-ADA). H avoooAoyikr) unokaTaoTacn Mou MPOKAAEl To
PEG-ADA 0Jev €ival yoviun BGepancia kal anaitei 2 unodOpIEC EVETEIG TNV
€BOopada yia oAokAnpn Tn {wn Tou naidiou. H Bepaneia ye PEG-ADA dgv
ouvioTatal av o acBevng £xel adepPpod/f pe HLA oupBatoTnTa nMou PMopeEi
va A&IToupynoel wg d0TNG yia HETAPOOXEUON HUEAOU TWV OOTWV.

H nio anoteAeopatiknl Oepanegia yia 10 SCID €ival n avooiakn
anokaTtaoTaon MPE HETAPMOOXEUON MUEAOU TwV oO0TwV. H peTapdoxeuon
HUEAOU TwVv ooTwvV yia SCID €ival NnpoTINOTEPO VA YIVETAI O€ 1ATPIKA KEVTPA
nou va €xouv euneipia oe SCID, TNV kKaAUTepn duvaTrh QVTIMETWMION TOU
Kal €ubuvn naido-avoooAOyol. € HId METAPNOOXEUON MUEAOU TwV 00TWYV,
apxeyova kKuUTTapa HuegloU and €vav @uolioAoyikd d0Tn divovTal oTov
aocBevn MJe avoooavendpkeld yid va avTiKATAoOTACOOUV TA EAATTWHATIKA,
MEIWPEVA, andvTa Asp@okuTTapd Tou. O OTOXOC TNC METANOOXEUONG OTO
SCID e€ival va 0lopbwbei n avoolakn OducAsiToupyia. AuTdO €pxeTal O€
avTiBeon PE TNV PETANOOXEUON OTOUC Kapkivonabeig, onou o oToOXOG €ival
va &epilwbolv Ta KAPKIVIKA KUTTAPA. € YETAPNOOXEUOEIC auToU Tou TUMNOU
xpnoigonoiouvrtal GAapuaka HE 10XUPH  KATAOTAATIKA dpdon navw OTo
avooonoinTikd guoTnua.

O 13avikoég 00TnG via éva naidi ye SCID e€ival évag andAuta oupBaTog wg
npogG Tov TUNo Twv HLA avTiyovwv puaioAoyikog adep®og f adeppn. Eav
dev undpxel, KaTa TIC TPEIG TEAEUTAIEG DEKAETIEG EXOUV AVANTUXOEI TEXVIKEG
NouU EMITPENOUV APKETN €NITUXIA YE CUPBATOUC KATA TO AMIOU OUYYEVIKOUG
00TeC (ONWG N UNTEPA N 0 NaTEPAc). XnueloBepaneia npiv Tn JETAPOOXEUON
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ouvnBwc dev eival avaykaia. MoAANEC PETAPOOXEUOEIC HUEAOU TWV 00TV
€xouv npaypartonoinBei oe naidia pe SCID péoa ora TeAeutaia 30 xpovia,
ME OUVOAIKN emTuyxia 60-70%. Ta anoTeAeopaTa OPwWC €ival KaAUTeEpa €av
o 00TNC e€ival €vac anoAuTa oupBaToc w¢ npo¢ Tov TUno Twv HLA
avTiyovwv QuaoioAoyikoc adeppoc n adepen (>85%nocooTd eniTuyxiag) kai
av n YETAPOOXEUON YiVEl CUVTONA PETA TNV YEVVNON 1 VWPITEPA ANd TOUC
3.5 pnvec Lwng (>96% akopa kal pe d6Tn oupfatd katd TO AMIOU).
MeTapodoxeuon PueAoU N aipaTtog and Tov ohpaiio Awpo and Pn GUYYEVIKO
00Tn, cupBaTtd wc¢ Npog Tov TUMNO Twv HLA avTiyovwy, pnopei eniong va
xpnoipgonoin®ei ye eniTuxia oTnv avTigeTwnion Tou SCID.

Aev @aiveTal va UuUndApxel Kavéva MAEOVEKTNMA OTNV  EVOOUNTPIKN
METAPOOXEUON BAAOTOKUTTAPWY AMEVAVTI OTNV PETAMOOXEUON MOU YivETal
aUEOWG PETA TN YEvvnon. EkTdc auTtou, n unTépa pailiov dev Ba pnopouoe
va Xpnoiheuosl wg d0TNG a@ou n avalicbnaoia ynopei va €BeTe o€ Kivouvo TO
€UBpuUO, o1 d1adIKaoieC AUTEG evEXOUV KIVOUVOUC TOOO YId TNV UNTEPA 600
Kal To €uBpuo, aAAa kai dsv Ba unnpxe Tponog va avixveutei GVHD
(nddnon HooxeUPATOG-EvavTiov-EevIOoTH).

TEANOC, pia akoun pop®pn Oepanciac nou digpeuvaTal TIGC dUO TEAEUTAIES
OekaeTieg e€ivar n yovidiakn Oepaneia. ‘Exouv undap&el enITUXNUEVEG
neEPINTWOEIC YovIdlaknG Bepaneiac TO0O o€ PUAOCUVOETO 000 Kkal SCID ue
avendpkela anapivaong tng adevooivne (ADA). H €peguva oTo XWPO auTo
akoua Bpiokeral os €EEAIEN WOTE TETOIEC OEpaANEiec va €ival nNio ac@PaAAsic.
Aev Pnopei Kaveic va npaypartonoinoel yovidiakn Bepancia av dev egival
yVwoTO To yovidlo nou napouoidlel Tnv avwpuaAia, yiI’ auTto Kal €ival noAu
onNMUavTiko va yivel yopiakn didayvwaon.

NMPOZAOKIEZ

To ZUvdpouo Bapeiag Zuvduaopevng Avoooavenapkelag (SCID) o€ YeVIKEG
YPAUHEC BewpeiTal n nio goPfapn ano TIC NPwWTONABEIC avoooavendpKEIEG.
XWpiG HIa €MITUXNMEVN METAPOOXEUON MUEAOU TOV OOTWV N Yovidiakn
Bepaneia, o acBevnc BpiokeTal o€ POVIKO Kivouvo cgoBapnc n 6avarngopag
AoipWENG. Me pia NETUXNMEVN METAPNOOXEUON MUEAOU, TO AVOOOMOINTIKO
ouoTnua Tou idlou Tou aoBevry avTikabioTtaTtalr and &va QUOIOAOYIKO
avooonoinTikd kAl anokabioTtatalr N KAvovikn  AgIToupyia  TwV
T-AEPQOKUTTAPWV. H npwTn PeETapOoxeuon HueloU oe aoBevn pe SCID
€yIve To 1968 kal o acBevng (el kal sival kaAa!
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