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Hyper-IgM Syndrome (HIgM)

O1 aoOeveic pe ZUvdpopo Ynép-IgM (HIgM) dev €xouv Tnv
IKAVOTNTA Vad METACTPEPOUV TA AVTICOHATA AVOCOO@AIPiVNG MNou
napdayouv ané IgM oe IgG, IgA f IgE. AuTO £X&€l WG ANOTEAECHA Ol
aoBeveic va éxouv peimpéva enineda IgG kai IgA kal puoloAoyika
n auinpéva enineda IgM. Mia OcIpd YEVETIKOV EAATTOHATOV
Hnopei va npokaAéoesl To (HIgM). H nio koivil HoppR KAnpovouEiTail
HE To X XpWHOOWHA Kal ennpealel povo ayopia. O1 NEPICCOTEPEG
and TIG UNOAOINEG HOPPEG KANPOVOHOUVTAlI HE TOV AUTOCMHATIKO
UNOAEINOHEVO XApAKTAPA Kal ennpeadouv ayopia Kal KopiToida.

EIZATQrH

O1 aoBeveig pe ZuvOpopo Ynép-IgM (HIgM) dev €xouv Tnv IKAvoTnTa va
METAOTPEPOUV Ta aAvTIOWUATA nou napdayouv and IgM oe IgG, IgA n IgE.
AUTO €X€l WG ANOTEAETHA Ol AoBEVEIC va €xouv Pelwpéva enineda IgG kal
IgA oTov 0pO TOU aipaToG Kal uoloAoyIka N auénuéva enineda IgM. Ta
B-Agp@okUTTapa pnopouv va napdyouv avTiowpata IgM and pova Toug,
Opw¢ xpeialovral Tnv aAAnAenidpacn pe Ta T-AgpgokUTTaApa yia va
METATPEWOUV Ta avTiowpaTta IgM nou napdayouv oe IgG, IgA kai IgE. To
HIgM npokUnTel anod Wia NOIKIAIQ YEVETIKOV EAATTWHATWV NMou ennpealouv
autAv TNV aAAnAenidpaon HeETAEU TwV T-AEPPOKUTTAPWY KAl TWV
B-Agp@oKUTTAPWV.

H nmio koiviy pop®ny Tou HIgM npokunTel and €va €AAsiga/anoucia piag
NPWTEIVNG nou BpioKETAl OTNV  €MNIPAVEID TWV  EVEPYOMOINHEVWV
T-Aeg@OKUTTAPpWV. H npooBeBAnuévn npwTeivn AéyeTal «ZuvdETng CD40 -
CD40L» eneidr ouvdEeTal Ye Pia NpwTeivn ndvw ota B-Aep@okUTTapa nou
ovopaletal CD40. H npwTteivn «ZuvdeTng CD40» kwdikonoleital and &va
yovidio oto X Xpwpoowpa. MNa Tov A0yo auTtov, n npwtonabng autn
avoooavenapkela KANPovoueiTal Je 1o X xpwpodéowua (XHIgM) kal ouvhdwg
undapxel MOvo oe ayopla. EE aitiag TNG avendpkeldg TOUuG O ZUVOETN
CD40, Ta T-AepgokUTTapa aduvatoUv va OTeiAouv  pRvupa  oTa
B-Agu@okUTTAPA YIA VA PETATPEWOUV TIG AVOOOOPAIpiveG Toug and IgM oe
IgG, IgA kai IgE. EninAéov n npwTeivn «ZuvdeTng CD40» €ival onuavTikn
yia AAAeG AsiToupyieG TWV T-AEUPOKUTTAPWY, CUVENWG AOCBEVEIC PE TO
PUAOCUVOETO (KANPOVOUOUUEVO HE TO XpwHoowua X) HIgM eniong £xouv
avendpkelec oOe  KAnolec and TIC MNPOOTATEUTIKEC AEITOUPYIEC TWV
T-AEPPOKUTTAPWYV TOUG.

AANEeEC poppeg HIgGM pnopoUv va kAnpovopouUvTal HE AUTOOWHATIKO
UnNoA&ImOpevo XapakTnpa Kal €xouv napartnpnBei oe aobeveic kal Twv dUO
QUAwV. H popiakn Bdon yia KANoleg anod TIC AUTOOWHATIKEG HoppEC HIgM
EXOUVv avayvwploBei. AuTEC ol poppec Tou HIgM npokUnTouv ano
METAAAGEEIC oTa yovidia nou gunAékovral otnv 0d0 onuaTtodoTnong Tng
npwteivng CD40. leveTik@ eAatTtowpata otnv CD40 eival noAu ondavia kai
EXOUV Neplypagei o eAAXIOTEG oIkoyEveleC. H ndBnon nou npokUnTeEl €ival
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oxedov oOpola Pe TO oUvdpouo HIgM eneidry, napdAo nou o «XZuvdETNG
CD40» eival napwv ota T-AgppokUTTapd, n npwrteivn CD40 nou BpiokeTal
oTa B-Agp@okUTTApaA kKAl GAAa KUTTAPA TOU avVOOOMoINTIKOU GUOTHMATOG
giTe 0ev AsiToupyei owoTd €ite Aginel. 'Exouv evrtonioTtei dUo AAAa yovidia
(AID kai UNG) nou €ival anapaitnTa woTe Ta B-AsppokUTTapa va pnopouv
va PETATpEWouv Ta avTiowpaTta IgM oe IgG, IgA kal IgE. EAaTTwuaTa Kai
otra dUo auTtd vyovidia €xouv PBpebei oe acbBeveic pe HIgM. Agpou n
AeiIToupyia Twv yovidiwv auTwv neplopideTal otV  PETATPONN TWV
avTIOWHUATWV, Ol UMOAOINEG AEPPOKUTTAPIKEG AEITOUPYIEG TOU OUVOETN
CD40 dev ennpealovTtal kal ol acBeveic auToi €ival AiydoTtepo miBavo va
npooBAnBouv and AoIJWEEIG 01 onoieg npokaAoUvTal anod PIKPOOoPyaviououg
nou eAéyxovTtal and Ta T-AgpggokUuTTapda.

TENOC, €va eAATTwPa o€ €va AAAO QUAOCUVOETO (KANPOVOUOUUEVO HE TO
xpwuaToowua X) yovidlo Mou €ival avaykaio yia Tn onuartodoTtnon Tou
hopiou NF-kB é€xel npoodiopioTei 0g Mid GAAn popon HIgM nou
ouoXeTi(eTal PeE pia depuaTikh katdotaon nou ovopaletalr EEwdeppikn
AuonAacia. XTnv  nepinTwon  autil ol acBeveic  napouaialouv
avooodavendapKkeld, apaif Tpixopuia kal Kwvika 0o6vTia, pali pe AAAeg
avwpaliec. To popio NF-kB evepyonoisitar and Ttnv CD40 kai eival
anapaitnTo yia Tnv 000 onuaTtodoTnonG Nou £xXel WG AnNOTEAEOUA TNV
HMETAOTPOPN TWV avTIOWUATwyv. To popio NF-kB evepyonolsital niong kai
and aAAec odoUC onuaTodOTNONG NMOU €ival ONUAVTIKEG OTNV KATANOAEUNON
TwV AolpwEewyv. KaTd ouvéneia, Ta ayopia nou ndoxouv ano To SUvOpPouo
auTo €ival euaiobnTa o€ pia osipd coBapwVv AOINWEEWV.

KAINIKH EIKONA

O1 nepioadTepol aobeveic e HIgM avanTuooouv KAIVIKA CUUNTOPATA KATa
TO NPWTO | TO OeUTEPO £TOC TNG {WNG TOUuG. To nio ouvnBeg NnpoBAnua ivai
Mia au&nuévn euaiobnoia oe AOIMWEEIC TOU AVWTEPOU Kal KATWTEPOU
avanveuoTikoU cuoThuatoc. O1 mio cuxvoi naboyodvol napayovTeg eival
BakTApia. Mia noikiIAia AaA\wv  HIKPOOPYaAVvVIOUWV MMopei  eniong va
NnpokaAéosl ooBapec Aolpwéeic. Ma napddeiyya, n nveupovia anod
Pneumokystis jerovici (carinii), yia eukaipiakn Aoiw&n, €ival oxeTIKA KOIVN
KaTtd Tov NpwTo Xpovo {wNC KAl n €PQAvion TNG MNOpPEl va n npwrn
evdeliEn Nwg To naidi €xel Tov TUNO QUAOCUVIETOU (HE TO XpWHOOWHa X)
HIgM. NMveupovikég AolpwEelg pnopolv eniong va npokAnBouv and 10ug
onw¢ o Kuttapopeyalold¢ kal  PUKNTEG ONwG o0 KpunTOKOKKOG.
FaoTPEVTEPIKEG €VOXANOEIC Onw¢ Oladppola kal duocanoppopnon £xXouv
ava@epBei og kanoloug acBeveic. 'Evag anod Toug KUPIOUG HIKPOOPYavIoHoug
nou euBuvovTal yia TA YAOTPEVTEPIKA oupnTwpata oto HIgM eivar To
KpunTtoonopidio To onoio pnopei va npokaAEogel ZKANPUVIKN XoAayyeiTida,
dia o€sia nnaTikf naénon.

Mepinou ol piooi and Toug aoBeveic pe HIgM avanTUooouv oudeTEpONevia
(XaUNAEC TIYUEC AsUK®V aigoopaipiowv), AAAOTE napodikd kal AaAAoTe
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enipova. H aitia Tng oudeTeponeviag gival AyvwaoTn, av Kal ol NepIooOTEPOI
acBeveic avtanokpivovTtal BeTikG oTov auénTikd napdayovra G-CSF. H
OUJETEPONEVIA OUXVA OUVOEETAl E OTOMATIKA €AKN, NPWKTITIOA (PAEYHOVN
Kal €EEAkwon Tou opboU) kal OepHATIKEG AOIMWEEIC. AIdYKWONn Twv
Aep@adévwyv napatnpeiTal nio ouXva O aoBeveiC HPE AUTOOWWHATIKO
unoAeindépevo HIgM and OTI OTOUuG NePIOOOTEPOUG AOBEVEIG HE AAAEG
avoOOdaVENAPKEIEG. AUTOAVOOEC eKONAWOEIG PUMOPEl €Nionc va cupBouv Kal
QUTEC oupnepIAapBavouv xpovia apBpitida, OpopBokuTTOonEvia XAPNAEQ
TIMEC algOonETAAiwV, QIJOAUTIKN avaipia, unoBuposidIoPO KAl VEQPIKH VOTO.

AIATNQZH

H didyvwon Tou ®uAooUvdeTou (ME TO XpwHoowua X) HIgM (XHIgM) 6a
enpene va €etaleTal oe kKABe ayopl nou eu@avilel unoyappac@aipivaiyia,
o€ ouVvOUAONO HE XauNnAd | kaBoAou avTiowpaTa IgG kal IgA kal kavovika
N uwnAa enineda IgM. XapakTnploTIKO eUpnua €ival n aduvapia ekepaong
Tou ouvdETn TNG CD40 navw o evepyonoinueva T-Aep@okUuTtTapa. Mavriwg,
OpIOHEVOI a0Beveic YE AAANEG MOPQPEC AVOOOAVENAPKEIAG MNOPEI va €xouv
Mia €KONAQ HEIWMEVN EKPPACn Tou ouvdeTn TNG CD40, evw To yovidid Toug
yia Tn CD40 cival anoAuta @uaioloyiko. Fa Tov Adyo auTo, n TeAIKN
dlayvwaon Tou XHIgM kabopiletal and tTnv YETAAAAEN nou npooBAaiAlel Tov
ouvOeTn TNng CD40. AuTto TO €idoc avaiuong DNA unopei va yivel oeg
eEeIdIkeUEVA epyaaTnpia.

Mnopei va dnuioupynBei unowia yia AUTOOWMATIKO UMNOAsinouevo HIgM
€AV 0 aoBevnG £€xel MEV Ta XaAPaAkTNpPIoTIKA Tou HIgM aAAd eite e€ival
BnAukoU Yévoug eiTe/kal €xel PUOIOAOYIKO ouvdETN CD40 he (PUGCIOAOYIKN
€K(PAon oTnV €NIPAVEId TWV EVEPYONOINUEVWV T-AEUPOKUTTAPWV.

E€wdepuikn AuonAacia pe Avoooavendpkeia, yia aAAn pgopen Tou XHIgM,
grnopei va Bewpnbei niBavr) oe €vav aoBevr) PE XAPAKTNPIOTIKA
E€wdeppikng AuonAaciag (n.x. apair Tpixopuia kalr kwvika 00vTia) Kal
enavalapBavouevec  AOIMWEEIC, @uOIoAoyika 1 au&nuéva enineda
avTiowpaTwv IgM kal xaunAd IgG, IgA kai IgE.

H didyvwon yia TIG S1APOPEG HOPPEC AUTOOWHATIKOU UNOA&Inouevou HIgM
N EEwdepuikng AuonAaciag pe Avoooendapkela unopei va sniBeBaiwbei pe
avaAuon Tng METAAAAENG Twv yovidiwv nou npokaloUv Ta npoBAnuara
auTa.

KAHPONOMIKOTHTA

To XHIgM, «kai n EEwdepuikn AucnAacia pe Avoooavendpkeia
KAnpovopouvTdl WG QUAOCUVOETEC  UMNOAEINOMPEVEC diaTapaxes. a Tov
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AOYo auTo npooBailouv povov ayopia. Kabwg auTeg €ival KANPOVOUIKEG
nalnoesic, ol OmnoieC METAPEPOVTAl WG OTiyda OUVOEDEPEVO HE TO
X xpwpodéowua, ynopei va undpxouv adep@oi i Bgiol and Tnv nAgupd Tng
MNTEpAC pe napopola KAIVIKG supnuaTta. ‘Odwg, Onw¢ cupBaivel kal o€
AAAEC QUAOCUVOETEC dlaTApPAXEC, MNOpEl va pnv napouadialetal voooc o€
aAAa PEAN TNG OIKOYEVEIQG.

A@ouU yia Tnv Unap&n Tou auTooWHATIKOU unoAsinoyevou HIgM anaiteital
va €xouv npooBAnBesi Ta yovidia kal ota OUO XpWHOOWHATA, €ival mnio
onavia and TIC PUAOCUVIETEG HOPPEG

Eav eival yvwoTr n akpiBng METAAAAEN Tou npooBeBAnuévou yovidiou Os
Mla olkoyévela, eivar duvaTtov va yivel npoyevvnTikn Oldyvwon n va
npaygaTtonoinBsi €éAeyxoG o OAa Ta MEAN TNG OIKOYEVEIQG Yiad va
dlanmioTwOei €av sival popeic TNG HETAAAGENC.

OEPANEYTIKH ArQrH

AcobBeveic ye HIgM €xouv coBapn avendpkeia TnG IgG. uoTnuaTikh aywyn
HE XOopriynon avoooo®aipivne kKabe 3 n 4 €BOoUAdEC €ival anoTEAECUATIKA
oTo va neplopifel Tov apiBud Twv AolpwEEwv. H avoooogaipivn
avanAnpwvel Tnv EAAeipn Tou IgG kal peiwvel i eEopaluvel Ta enineda Tng
IgM oTov o0pO0 TOU aipaTtoc. Kabwg ol acBeveic pe XHIgM éxouv
dlanioTwpévn €ualoBnoia oTtnv nveupovia and Pneumonocystis jerovici
(carinii), noAAoi yiaTpoi BewpoUv oNUAvTIKO va EgKIvoUV NMPOQPUAAKTIKN N
anoTPENTIKN aywyn, X0pNywvTag oTa naidia TpINEBpPONivN-
oouA@apeBo&aloAn (Bactrimel, Septrin) poAIg yivel n diayvwon XHIgM.
Kanoleg popég, n oudeTeponevia pnopei va BeATIwOei kaTa Tnv Bepaneia pe
y-ogaipivn. AcBeveic pe enigovn oudeTeponevia dnopei  eniong va
avTanokpiBolv ot Bepaneia Ye napayovTa JIEYEPOEWC KOKKIOKUTTAPIKWV
anoikiov (G-CFS). Map’ 6Aa autd, n Bepaneia ye G-CFS eival anapaitnTn
MOVOV O£ OUYKEKPIPMEVOUC AOBEVEIC KAl KATA Kavova Jakpoxpovia Bepancsia
ME TOV napayovTta autov dev cuvioTaTtal. Ta ayopia pe XHIgM, onwg aiAol
aoBeveic pe npwTonabeic avoooavendpkeleg, Osv Ba npenel va dExovTal
eUBOAIa pe TwvTavouc 10U¢, apoU umndapxel dia eAaxiotn mbéavotnta To
OTEAEXOG TOU 10U NOU NEPIEXETAI OTO EUPROAIO va npokaAéosl aogbévela. Eival
eniong onuavTikd va peiwbei n mBavotTnTa va kKatavalwBei vepo He
KpunTtoonopidia, d10TI €KBeCn OTOV Opyaviopo AuTO WMOPEI va NPOKAAEDEI
ofcia yaoTpeEVTEPIKA CUPNTWHUATA KAl XPOVIEC nNNATIKEG nabnosic. H
OIKOYEVEIA MPENEl va AEITOUPYAOEl NPOANMTIKA Kal vd EMIKOIVWVAOEl HE
TOUG TOMIKOUG NapoOxouc vepoU Kal va pwTACEl av To nNOoINo VEPO &ival
e\eypeévo yia KpunTtoaonopidio.

O1 aoBeveic pe HIgM  €xouv  eAATTWHATIKEG  A&ITOUupyiec  oTa
T-Aeg@oOKUTTAPA €MMNAEOV TNG AVENAPKEIAC TOUC OFE AVTIOWPATA, EVW
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aoBeveic pe EEwdeppikr AuonAacia kal AvoooavendpKelia PYNopei va €xouv
eAeipeic 0o AGAAa oToIXEid TOUu avocoonoinTiIkoU TOuG OouoTAPaToG. H
Bepaneia pe avoooo@aipiveg PNopei va pnv npooTtatelel andAuTta autoug
Toug aoBeveic anod OAec TIC AolgwEelic. Ta TeAeuTtaia xpovia, n
METAPOOXEUON TOU MPUEAOU TWV 0OO0TWV [ METAPOOXEUON aPXEYOVWV
aigonoiNTIKWV  KUTTApwv  and  op@aAonAakouvTiakd  aigya  &xouv
unooTnpixBei w¢ npoTIuoTEPEC AUCEIC. MepioocdTepol and 12 acBeveic pe
HIgM €xouv dexBei peTapOOoXeuon HUEAOU TWV 00TWV, YE Ta idla avTiyova
AeukokuTTapwv (HLA) and nARpwC 10TOCUPBATO adeA®O, MPE €EAIPETIKN
enmiTuxia. Enopévwe, ivar duvartn yia goviun Bgpaneia Tng nabnong auTnc.
MeTaPOOXeUOEIG BAAOTOKUTTAPWY aAMO TOV OPPAAI0 Awpo, anoAUTwG R
MEPIKWG OUPBATWYV, €XOUV €niong Yivel UE €niTuXia, KATAAnyovtac Ot
OAOKANPWTIKN avoooAoyikn avacuoTtacn. MeTapooXeUoelg and cuppaToug
MN-ouyyevikoUG O0Tec e€ival oxedov €Ei0OU NETUXNHUEVEC WE EKEIVEC
oupBatwv ouyyevwv doTwv. Eneidr ol aobeveic ye HIgM pnopei va €xouv
EVTOVEC avTIOPAoElC TwV T-AEPHQOKUTTAPWYV KATA TWV  OpPYAVIK®OV
HOOXEUNATWY, CUMUNEPIAAUBAVOUEVOU KAl TOU HOOYXEUPATOC HUEAOU TwV
00TWV, oUuVNOwC BewpouvTal anapaiTnTa avoookaTaoTaATIka ¢dapuaka n
XaunAéc 06oeIc akTivoBoAiac.

NMPOONTIKEZ

Av kal ol aocBeveic pe HIgM €xouv €AAslgpa oTtnv napaywyn Twv
avTiowpatwv IgG kalr IgA kal o€ OpIOPEVEG and TIG AEITOUPYIEG TwWV
T-Aeg@oOKUTTAPpWY Toug (XHIgM), undpxel pia Ocipd AMOTEAECUATIKWV
Bepaneiwyv, nou divouv Tn duvaToTnNTa O AauTd Ta naidid, JEyaAwvovTag va
€XOUV MIa EUTUXIOWEVN Kal eNiITuXxnuevn Lwn.
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