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Npwtonadeic avTIGWHATIKEC
AVEMAPKELEC 0TOUC EVIIAIKEC
ZUyxpovn KAWVIKI) TpoGEyyion

O mpwtomnmadeiq avtiowpatikég avemdpKeleg (primary antibody deficiencies,
PADs) dev Bewpouvtal mAéov omdvia voorpata. Me Ti¢ pioég mepimou anod
aUTEG va StaylyvwoKkovtal Katd tnv evijhiko {wn, pe péon kabuotépnon nepi
Ta 5 €étn Kat pe Siapeon nAikia Bavdatov Twv acBevwv >500 €tog Tng {wiig,
AVTIMTPOOWITEUOULV éva Kowvo mpoPBAnua tn¢ Maboloyiag. To peyalutepo
mocooT6 acBevwv pe PAD mou €xel avAyKn LOTPIKAG @povTidag Katd Tnv
eviiAiko {wi mdoyouv armo Kotvr olkiAn avoooavendpkela (common variable
immunodeficiency, CVID). Ztnv avackomnon avth mapouaid{ovtat ot PADs
TTOU OTAVTWVTAL 0TOUG EVAAIKEG, HE 1S1aiTeEPN EUPach OTIG avEERYNTEG HEXPL
OTIYHUNG PAEYHOVWSELG Kal AeppoUmepMAAOTIKEG EKSNAWOEIG TNG CVID. Ot ev
AOyw eKONAWOEIC EMKPATOUV 0TV KAIVIKN €IKOVA TNG VOOOU, HETA amd TV
AMOTENECUATIKI AVTIHETWITION TWV AOIUWEEWVY TTOU EMTEVXONKE ME TN XOPN-
ynon evéo@AéBiwv avocoo@aipivwy. Ava@épovTal, EMiong, ol MPOoTIAOELEG
ta&lvopnong tng CVID pe Bdon ta KAVIKA Kat Ta Tafo@UOIoAOYIKA XOpaKTN-
PIOTIKA TNG VOoou. H onuacia autwv Twv Ta§lVOURCEWV Kal TwV avoco@at-
VOTUTIKWV SUVNTIKWV SEIKTWV TTOU £XOUV TPOGSI0PIOTEL, AVAUEVETAL VA Eival
XPNOIUN avapopIKd Pe TNV éykaipn Sidyvwon, 181aiTepa OTIC MEPIMTTWOELG
aoBevwv mov gpgavifovral pe KOKKIWHAT®dN vooo 1 Kat Aepgpadevomadeia,
N KAWVIKI) avayvwplon TwV OToiwv UImopei va KaBuoteprioel onpavTika. TENoG,
mapouactadovtal Ta KPITRpLa Kot Ta S1a@opikd S1ayvwoTikd mpofARuata Tng
CVID otoug evijAikeg aoBeveic, KaBwg kat Ta dedopéva mou apopouv otV
AMOTEAECUATIKOTNTA TNG Oepanciag umokatdotaong e TRV evo@AEPia i
uroddpia xoprynon avococ@aipivwy, omwg a§loloyovvtat 30 xpovia HeTd
amé T évapén TG EQAapUoynG TnG.
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H peydAn mAglovotnTa TWV TEPUTTWOEWY UTTOYAUHO-
O@AlPIVAIUIOG TTOU ATTAVTWVTAL O€ EVAAIKA ATOUA AVTITTPO-
owrnevouv SeuTtepomadry ekSNAWoN AAAWV VOOHUATWYV 1)
o@eilovTtal oTnV eMidpacn QAPHAKEUTIKWY TTAPAYOVTWV
MAvw oTa KUTTapa TN B-oe1pdc. H mpwtomadrig umoyauua-
oalpvalpia, avtibeta, cuvoOeVEL Uila OEIPA YEVETIKWY WG
eni To MAgioTov CUVOPOUWY, Ta omoia ekONAWwvovTal KATd
TN S1apkela NG MadIKrG NAkiag. EAdylota amd ta ev Adyw
ouvVSpopa TWV MPWTOTTIAOWY AVOCOAVETTAPKELWV (primary
immunodeficiencies, PIDs) ekdnAwvovTtal yia mpwtn gopd
MHETA anod tnv gpnfPeia. Eival, opwg, 18laitepa evdlagépov
OTL TO HEYAAUTEPO TTOCOOTO TWV ACOEVWV HE MPWTOTTABEIG
QVTICWHATIKEG AVETTAPKELEG (primary antibody deficiencies,
PADs) eite umodiaytyvwokovtal Katd Tnv maidikr nAikia
gite mpwtogp@avifovtal KAIVIKA Katd Tnv evniiko {wr,

UE armOTEAECUA TTOANOI TTEPIOCOTEPOL ATTO TOUG UIOOUG va
StaylyvwokovTtal Katd tnv eviiiko {wn mapovctdlovtag
€va UEYANO PACHA CUMTITWHATWY. ATTO TO CUUTTTWATA TWV
PADs, optopéva gival CUVETIELA TNG AVEMTAPKOUG AVTIHETW-
mong Twv uTToTPOomMAloUCWV AOIUWEEWY TTOU ATTOTEAOUV
OTaBEPO XAPAKTNPIOTIKO TNG KAIVIKAG TOUG EIKOVAG, EVW
AMa @aivetal 6Tt cuvdéovtal ATIOTAOOYEVETIKA UE TNV
uTtoKkeipevn avoooloyikr Satapaxn.”? H cuvakoioubn
voonpeotnta emnpedlel oNUAvVTIKA TNV moldtnTa {Wrig Kat
UEIWVEL TO TTIPooSOKIpo emBiwong Twv aoBevwv.* H eloa-
ywyn, anmd TG apxég mepimou tng dekaetiag tou 1990, Tng
evOOPAEPLaG XopPriynong avoocoo@alplviv 0T OgparmeuTiKn
Twv PADs €xel mEPLOPIOEL CNUAVTIKA QUTEG TIG ETIIMTTWOELG
Kal €XEL EMPEPEL OeaATIKN HETABOAR OTNV KAWVIKE TTOPEia
™n¢ vooou.s

AT6 11 PIDs mmou cuvodegvovtal and avTICWHATIKNA
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QAVETIAPKELQ, aSIAYVWOTEG UETA TNV eVNAIKiwon evOéxeTal
VA TIAPAPEVOUY, ATTOKAEIOTIKA oXeSdV, EKEIVEC TTOL Xapa-
Ktnpifovtal amod TNV mapoucia GUCIOAOYIKOU ) LEIWPEVOU
aplOpoV KUKAO@OPOUVTWY B-Agp@okuttdpwyv. Amd ta
OUYKEKPIPEVA VOOTIUATA, SIEUKPIVIOUEVN OE ONUAVTIKO
Baduo gival n KAVIKr onuacia tng KovAg mMolkiAng avocoa-
VEMAPKELAG (common variable immunodeficiency, CVID) kat
NG eKAEKTIKNG IgA avemdpkelag (selective IgA deficiency,
slgAD), evwy ouveyiCouv va eival acageig ol KAWVIKEG Ou-
vémeleg Twv PADs mou Sgv ouvodevovtal amd eAATTwon
TWV EMITESWV TWV AVOCOCQPAIPIVWV OToV 0po. Katd tnv
evnAiko {wn €xel, emiong, avapepOei n ekSAAWON UIKPOU
ap1OUOU (<50) TTEPITTWOEWYV EKAEKTIKWV AVETTAPKEIWY TWV
avacuvSuaouwWV TTou VBUVOVTAL VIO TN PETACTPOPH TWV
UTTOTAEEWV TWV Avoooo@alpIvwV (class switch recombination
selective deficiencies, ekAekTikég CSR avemApKELEC), Ol OTTOIEC
evéxetal va cuvodevovtal amod UTTOYAUHOAT@ALPIVALMia.
MpoKelTal yIa TI KATAOTACELG TTOU PEPOVTAV TTAAOTEPA WG
Suoyauuaoceaipivaluie; Kal KATatdooovtav ota urrep-IgM
ouUvSpoua. TENOC, OTTAVIEC TIEPUTTWOELG TTPWTNG EKSHAWONG
PUAOCUVSEETNG AYOUMACQAIPIVAILIAG £XOUV TTEPLYPAPEL
Katd Vv evihiko {wn.”

2. OIMPQTOMAOEIZ ANTIZQMATIKEZ
ANENAPKEIEZ (PADS) NOY AMANTQNTAI
2TOYX ENHAIKEZ

2.1. CVID kat slgAD

H CVID &ival pia etepoyevrig opdada Slatapaywvy, Ol OTToIEG
Xapaktnpifovtal amd vmoyaupac@aipivaipia, aduvauia
TaPAYWYNG EISIKWY AVTICWHATWY, UTTOTPOTMACOUOEG 1 Kal
XPOVIEC AOIPMWEELS Kal au&npévn emMMTwon Aep@oUTePTAA-
OTIKWV Kal KOKKIWHATwSWV BAaBwv, autodvoowv @patvo-
Hévwv Kal KakoRBwv voonudtwv.t H onuavtikn eAdttwon
TNG OUYKEVTPWONG TNG IgG otov opd amnotelei mpolmoBeon
yia n diayvwon t¢ CVID. Ztoug mepIocOTEPOUC AODEVEIC
HEWMEVN AVEVPIOKETAL ETTIONG KAL N CUYKEVTPWON TNG IgA,
evw Ta enineda tng IgM givarl peiwpéva oTig UIoEg Tepimou
TwV TTEPIMTWOoewv. Npodkettat yia tnv PID mmou €xet avdykn
LATPIKNAG PPOoVTISAG CUXVOTEPA Ao OAa Ta ANAA vooTrjpaTa
TNG OUYKEKPIUEVNG opddag.’ O emmoAaopog TG UTTONOYi-
Cetal petagy 1:50.000 kat 1:200.000 kat n €minTWon ™G
o€ 1:75.000 yevvrioelg, He TV idla ouyxvotnTa Katl ota Svo
@UAQ,’? av kal n TpWTN ekdARAwon PAD katd tnv eviAiko
{wn @aivetal OTI gival ouxvoTePn OTIC Yuvaikes.! Ta em-
Snuohoyika dedopéva tng CVID, BéRata, 6mwe kat SAwvV
Twv PIDs, mpémel va avtipeTtwriovTal e tnv em@uAa&n Tou
OPANUATOC AOYW TOU peyAAou Babuou Tng umoSidyvwonc

TOUC, O OTTOI0¢ eKTIMATAL OTI £ival TNE TAENE Tou 70—90%! ™

H véoog umopei va ekbnAwbei o omoladnmote nAikia.
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Méxpt mpoTIvog, eBewpeito OTL N EUPAVIOT TNG TAV OL-
XVOTEPN KATdA TG NAIKieg Twv 1-5 Katl Twv 16—20 eTOv.”
Mpdopata, 6pwe, SlamoTwonkKe, oe PeyAAn osipd aobOe-
VWV, OTL TO IPOTUTIO £UpAviong TnG CVID gival cuvexEg, pe
EMKPATEOTEPN NAIKIA EKSHAWONG TWV CUPTITWHUATWY TNV
Tpitn dekaetia NG (wn¢ (Méon nAikia 26,3 kat Sidueon 24
£tn).* Map’ 611 Sev amokAeistal n EkSAAWON TNE VOOOU O
€VAAIKA ATOHA XWPIG IOTOPIKO CUVAPWV CUUTITWUATWY,
HeTA&L TNG TPWTNG eKSAWONG Kat TNG Stdyvwong tng CVID
miapatnpeital péon kabuotépnon TNE Ta&NG Twv 4—6 eTwv,>
Tou emMPBapUVEL Hev TNV MoloTNTA (WK aANd Sev paivetal
va emnpeddel ave€dptnta Tn Ovntétnta Twv acBevwv.’

Q¢ sIgAD opiletal n EAATTWON TNG CUYKEVTPWONG TNG
IgA otov opd <0,07 g/L mapoucia QUCIONOYIKWV ETTITTE-
Swv IgG kat IgM, evw uepikr IgA avendpkeia Bswpeital
n eNdttwon TNG ouykévipwong tng IgA kdtw twv dvo
oT1aBepwv amokAicewv amd ta péoa yia TNV nAKia tou
aoBevoug enimeda TG avoocoo@alpivne. Mpodkertal yia
ouvnBéoTepn MPWTOTAON AVTICWHATIK] AVETTAPKELD, PE
OUXVOTNTA TTOU TTOIKIANEL avApeoa oTIG SlA@opeg €OVIKEG
ouAdeg and 1:142 éwg 1:23.255 (péon ouxvétnta oto Au-
TIKO Koopo 1:600) kal he TNV idla cuxvotnta EUEAVIONG
ota 8Uo eUAa.”®" Ta eplocdTepa and ta MPooBeRAnuéva
dtopa gival ACUUMTWHATIKG, eVvw To 1/3 epimou amd autd
gep@aviCouv urtotpomdalouoeg AOIPWEELG TwV BAeVVOYOVWY,
al\epyieg i autoavooa vooruara.’®

Mapd Tic mpoondbeieg Siepevivnong TG Maboyévelag
¢ CVID kat tng sIgAD kat mapd tnv amokdAuyn evog
TMAOoULG CUVOSWV AVOCOAOYIKWV SLATAPAXWY, Ol AKPIPE(G
HOpPLaKOi HNXaviopoi Tou odnyouv otnv ek8RAwWoN Toug
mapapévouv akéun dyvwotol. ApKeTEG gival ol evleifelg
mou urtooTnNPifouv TNV TTAOOYEVETIKY] OX€0ON KAl TN YEVETI-
KN Baon twv SVO AUTWV KATAOTACEWV. 210 15% mepimou
TWV TTEPIMTTWOEWV UTTAPXEL OLKOYEVELaKH cuppor) CVID kat
SIgAD,” ev) €xouv TIEPIYPOPEL KAl UEPIKEC TIEPITTTWOELC
£€EMENC NS SIgAD oe CVID.? Y& MOANEC TIEPUTTWOELC,
emiong, n sIgAD ouvodeVeTal ammd EKAEKTIKI) AVETTAPKELQ
vrota&ewv NG IgG Kkal €1dikoTtepa amd aduvapia mapa-
YWYNG EISIKWY avTIToAUCaKXapISIKWV IgG2 avtiowpdtwv?!
1 Kat amo nmAfen éNeyn e 19G2,2 tng IgG4 A tng IgE.?
Ta dedopéva autd odnyouv otnv drmoyn otL n CVID kai n
sIgAD maploTouv SIaPOPETIKY) QAIVOTUTIIKY £KOPACN TNG
idlag PAGBNC.

H olkoyevelakn katavopur mou mapatnpeitat oto 10—20%
Twv nepimtwoswv CVID kat slgAD umodeilkvuel Tnv mbavr
YEVETIKN BAON TWV CUYKEKPIUEVWVY SLOTAPAXWY, EVOEXOUEVO
TToL UTTooTNPICETAL KAl ATTO TNV ATTOKAAUYN TWV CUCXETIOEWV
TOUG pe oplopéva HLA-aAAnAOpop@a. loxupég, ev ToUTOLC,
evleielg yeveTIKAG altiohoyiag Sev €xouv TIPOKUYEL TTapd
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H6vo yia To 10% TEPITTOU TWV TTEPIMTWOEWV. MEVETIKEG BAA-
Beg mou Bewpouvtal uTTeUBULVEG Yia TNV EKSHAWON 1) KAl yia
TNV TPOomoTmoinon TNG KAVIKNAG ékppaong tTng CVID éxouv
evtomiotei ota yovidia /ICOS (inducible costimulator), CD19,
TACI (tumor necrosis factor receptor superfamily member
13b, TNFRSF13B), BAFFR (tumor necrosis factor receptor
superfamily member 13c, TNFRSF13C) kat MSH5 (MutS E.
coli homolog 5).% 7% ZnUaVTIKEG EMITTWOELG OTOV KAIVIKO
@awvoturno tnG CVID @aivetal, emiong, va €xel n cuvomapén
BAaBwv og avoooyovidia mou Sev oxetifovtal AUETA LIE TN
Aertoupyia Twv B-AeU@OKUTTAPWY Kal PE TNV TTapaywyn
TWV AVOCOoPAIPIVWV, OTIWG TOU YOVISIOU TNG OUVOEOEVNG
HE TN pavvoln Aektivng (mannose binding lectin, MBL).#%
Kdatt avaloyo cupfaivel Kal 0TnV EKAEKTIKI OVETTAPKELD TNG
19G2, n omoia €xel SeixOei OTL €ival cuxvoTePN HETASY TWV
aoBevwv mou gival opoluyol yla Tnv avendpkela tov C2.%
ATté TNV AAAN TTAEUPA, TO YEYOVOG OTL £XOUV AVOKOIVWOE(
TIOAMEC TTIEPUTTWOELG LOVOLUYWTIKWY SISUUWV, aTTO TOUC OTTOI-
0UC 0 £Vag HOVO TAPOoUGCIAlEl AVTIOWHATIKH AVEMAPKELQ,>
UTTOSNAWVEL OTL YIA TNV EKPPAOCHN TWV €V AOYW CUVOPOLWV
evdéxetal va ouveuBuvovTal TTEPIBANNOVTIKOI TTAPAYOVTEG.

Katomyv autwy, €xel SlatunmwBei n unmdBeon OTL n KAIVIKN
ék@paon NG CVID evdéxetal va gival amoTéAeopa CUPPONG
QAVOOOYEVETIKWY BAABWV 1 KAl TIEPIBANOVTIKWY TTAPAYOVTWY
mou ennpedlouy, AUeoa ) €UUECA, TNV TTapaywyn tng IgG
Kai, €mi MA\éov, ocupBAAlouy, akoun Kal avefdpTnta amod
To BaBud TNG AVTICWHATIKAG AVETTAPKELAG, 0T Slapdp-
(PWON TOU KAIVIKOU @alvoTUTIOU TNG VOoou (Germenis Kat
Speletas, adnuoaoiceuta amoteAéopata).’’ TOp@Wva Pe autn
TNV UTTOOEON, Ol AVOOOYEVETIKEG PAABEC TOU gumAéKOoVTAL
o€ pla tétola Siepyacia Sev gival amd HOVEC TOUG IKAVEG
va TIPOKAAECOUV €KONAN AVTICWUATIKA AVETTAPKELA 1} va
odnynoouv otnv KAIVIKN) €KQPACN AVOOOAVEMAPKELAG,
eMeldr) Ol UEPOVWUEVEG CUVETIEIEG KADE MIOG aTmd AUTEG
e€oudeTepwvovTal amd Toug AvVTIPPOTIIOTIKOUG UNXAVICOUG
TOU AVOOCIAKOU CUCTAMATOC. Av, armd TNV AAAN TAEUPQ,
n Swatapaxr TG mapaywyng IgG mou mpokaleital and
TN ouvépyela TéTolwv PBAaBwv agopd oe LTTOTAEELS, TWV
omoiwv N XAUNAr} PUOIONOYIKH) CUYKEVTPWON OTOV OpO
(m.x. IgG4) dev emnpeddlel onUAvVTIKA Ta CUVONIKA emtieda
NG KUKAOQOPOoUodg IgG, To KAIVIKO UVSPOO TNG avoooa-
VETTAPKELAG TTOU GUVETTAYOVTAL TTIIOAVOV va N CUVOSEVETAL
arod UTTOYAUAC@ALPIVALMIaL.

2.2. PADs pe @uololoyikd emimeda avocoo@alpivwv

H urmoyappaoc@aipivaipio Sev amoteAE KOIVO XapaKTn-
pLoTikd OAwV Twv PADs. O1 PADs mmou xapaktnpifovtal amd
puololoyikd emineda IgG, IgA kat IgM otov opd eival ot
EKAEKTIKEG QVETTAPKELEG TwV urToTtdéewv NG IgG (isolated IgG

M. ZMEAETAX kot A.E. TEPMENHZ

subclass deficiencies) kau n &6k QVEMAPKEIQ QVTIOWUATWY e
(PUOIOAOYIKT OUYKEVTPWON avocoogaipivwv (specific antibody
deficiency with normal immunoglobulin concentrations,
SADNI). Ot Siatapaxég autég, n artioAoyia Twv omoiwv Ta-
PAMEVEL KON AYVWOTN, O OPIOUEVEC BATEIC KATAYPAPNG
PIDs avtimpoowtevouv éwg Kal 1o 40% Ttwv PADs.*?

H KAk onuacia tou PooSIoPIoUOU EKAEKTIKWV
QAVETTAPKEIWV TwV umoTtdéewv NG IgG (eAdTTwOoN TNG OL-
YKEVTPWONG KATW Twv SU0 0TaBepwWV amokAicEwV amod ta
Hé€oa yia TNV nAKia Tou acBevoug emineda) o€ ATopa TOU
mapoucidlouv gvaloOnoia oTig AoHWEELG gival acapng.
MapdAANAQ, eKAEKTIKI QVETTAPKELA HiAG | TIEPIOCOTEPWV
vrnota&ewv ™G IgG gpgpavidel 1o 2,3% Tou yevikoU TANOu-
OMOU HE TNV akoAoubn oglpd cuxvotntag: IgG4 40%, 19G2
28%, 1gG3 17% kat IgG1 14%. ‘Eva moocooTto, emiong, amnod
TIC ACUUTTITWHOTIKEG EKAEKTIKEG QAVETTAPKELEC UTTOTAEEWV
¢ IgG mou avayvwpifovtal katd tnv matdikry nAkia
Kal 181aiTepa eKEIVEG PE ENATTWHEVA, AANG AVIXVEUCIUA
enimeda TG uMoTdéng, e€agavifovtal auTopaTa KATd TNV
evnAKiwon. AKOUN TIEPIOCOTEPO, TTOANA ATOUA UE EKAEKTIKN
IgG2 avendpkela Mapouctdfouv PUCIOAOYIKK) ATTAVTNON
€VaVTL TWV TTOAUGAKXAPISIKWY avTlyovwy. Katomiv autwy,
Sev gival akopun SIEVKPIVIOUEVO AV Ol KATAOTACELC AUTEG
OULVIOTOUV VOOOAOYIKEG OVTOTNTEC. Ol TIEPICOOTEPOL TIAVTWG
CUH@WVOULV 0T, OTAV Ol EKAEKTIKEG AVETTAPKELEG UTTOTAEEWV
¢ IgG ouvodevovtal amd eNATTWON TNG CUYKEVTPWONG
TNG OUVOAIKNG IgG, omwg cupBaivel oxedov TAVTOTE UE TNV
EKAEKTIKN AVETTAPKELA TNG IgGT, TPETTEL, KAMIVIKA TOUAAXLIOTOV,
va Bswpouvtal wg CVID. Kat’ avaloyia, n Tuxaia avevpeon
XapnAwv emmédwv piag umotaéng tng IgG Sev Sikaloloyei
N Stdyvwon TNG aVTICWHATIKAG AVETTAPKELAG.

A6 TNV AAAN TTAEUPA, Ol EKAEKTIKEG AVETTAPKELEG UTTOTA-
Eewv NG IgG TOANEG POPEG CUVUTIAPYXOLV 1} cuvoSevovTal
ano avendpkela g IgA i SADNI, ondte kat epgavifouv
avénuévn voonpotnta. H ekAektikn avenmdpkela g IgG2,
ouvodeudpuevn MOAEG QOPEG amd avemdpKela TnG IgA n
Kal TNG IgG4, gival ekegivn Mou mapouoitdlel cuxvoOTEPQ Ao
ONEC TIC ANAEG KAIVIKY cupnTwuatoloyia. Emiong, moANéG
amd TIC CUUMTTWHATIKEG KUPIWG TTEPITTTWOELG EKAEKTIKWV
QVETTOPKEIWV TwV vToTtd&ewv TG IgG e€eliooovTal, pe TNV
napodo tou Xpoévou, oe CVID.”

H SADNI xapaktnpiletal amd @uOIOAOYIKH] CUYKEVTPWON
avoooo@aAIPIVWV Kal urrota&ewv tng IgG, and avemapkn
IgG-avtiowpatik amdvtnon og €181Kd, Kupiwg TOAUCaK-
Xap1SIKd, avTtiyova Kat armd unoTpoTd{ouoEG BaKTNPIAKES
Nopwéelg.¥ H avemdpkela wg mpog TNV IkavotnTta ava-
nTuENG AVTICWHATIKAG AmAvtnong o€ avtyéva Slapdpwv
eUPoAiwv amotelei yvwpiopa moMwv PIDs. ‘ETol, o xapa-
KTNPIOMOG TNG AVTICWHATIKAG AVETTAPKELAG ETTIPUAACOETAL
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YO TIG TTEPUTTWOELG OTTOU £XOUV ATTOKAEIOTEL Ol AN\EG PIDs.
FevikOTEPQ, KAl YA pila O€lpd amd AOYouG, UTTAPXEL AKOUN
APKETH ACAQPEL0 WG TIPOG TOV AKPIPr) KAIVIKO 0plopud TG
SADNIL. Kat’ apxriv, 5€v UTTApXOULV TTIPOOTTTIKEG TTANOUCUIOKEG
HEAETEG TTOL va emMPBERAlWVOLV OTI N KN ATTAVTNTIKOTNTA
oTa EYPOALD, 181aITEPA OTO AVTITIVEUIOVIOKOKKIKO, ATTOTE-
A&l mapdyovta Kivéuvou yia voonpotnta and AOIUWEELC.
AgUTEPOV, N AVTICWHATIKA arrdvtnon ota pn ouvdedepéva
QVTITTVEUUOVIOKOKKIKA €UPBOANA TTOIKIANEL EUPEWG PETASD
TWV PUOIOAOYIKWY ATOUWY, EEAPTWUEVN ONUAVTIKA amd
S1apopa XapakTNPIoTIKA Tou epoAialdpevou TANBUCUOU,
peTagl Twv omoiwv Kat n nAikia.** Eival yvwoTo, emiong, 4t
N TPOOTATEVUTIKN AglToupyia Twv epPoliwv e§apTdtal TTOAD
TEPLOCOTEPO ATIO TN CUVAPELA TTAPA ATTO TN CUYKEVTPWON
TWV TTAPAYOMEVWY avTiIowudATtwy. ETol, ol eplocdtepol
oupPwWvVoLV OTL n diadyvwon tng SADNI mpoumoBétel Tnv
mapoucia vrmotpomalouowy 1 Kal coBapwV AOIPWEEWV
(Tumkd, AOPWEEWY TWV TTAPAPPIVIWY KOATTWV Kal TWV
TVELUOVWY, TTLWOOUG WTOPPOLAG KAl BpoyXeKTaciag), o€
ouvbuaopo pe avermapkn €181kn IgG-amdvtnon os TepLo-
oo6tePaA amd Ta HIOA anmd Ta MOAUCAKYXAPISIKA avtiyéva
mou Sokipdlovtal. Q¢ avermapkng lgG-andvinon oe éva
MoAUCaKXapISIKO avtlyovo opiletatl o TitAog <1,3 pg/mL,
4 eBSOPASEG PETA ATTO TOV AVTITTVEUOVIOKOKKIKO EUPBOAL-
AOMO 1 TITAOG HUIKPOTEPOC TOU TETPATIAACIOU EKEIVOU TIPIV
ano tov ePoilacuo.F 37

H SADNI, mavtwg, gival n cuxvoTteEPN AVOCOAVETTAPKELA
HeTAg0 Twv Madiwv pe urotpomdalovoec Nopwislc® To
evllaPEPOV ava@opIKA PE TOUG EVANIKEG EYKEITAL TOCO OTO
YEYOVOG OTL TTAPATNPEITAl APKETA HEYAAN KabuoTtépnon
w¢ Mpog ™ Stdyvwon Tng, 600 Kal 0TOo OTI TEPLYPAPOVTAL
OQPKETEG TIEPITTTWOELG TIPWTNG EPPAVIONG TNG Slatapaynig
UETA amod TNV €pnPeia.

2.3.2uvbpopo Good

To ouvdpouo Good eival évag ayvwotng artioloyiag
ouvOUAOoUOC TNG TTAPOUCIiag BUUWMATOC KAl AVOCOaVE-
TAPKELAG, KUPLO XOPAKTNPLIOTIKA TNG omoiag &ival n umo-
YOUHOO@AIpIVALUia, N HEYAANn EAATTWON (U€XPL amouoiag)
Twv B-Agpgpokuttdpwyv kat n CD4* T-Aepgorevia. H péon
nAkia gpgaviong Tov cuvdpopou gival Ta 56 €tn (eVPOG
40-80), y auto kat n avalitnon Tou, UE ATTEIKOVIOTIKO
€é\eyxo Tou Mpdobilou pecoBwpakiov, emPBANeTal o KAOE
ao6evn >40 eTWV TTOU EPPAVICETAL PIE UTTOYAHOCOALPIVAL-

Hia. Ot ekbnAwoelg Tou cuvdpdpou gival amoTéAeoua ag’

EVOG TWV PUNXAVIKWY CUVETTIEIWV TNG TTAPOUCIag TOU OYKOU
KAl a@’ ETEPOL TWV UTTOTPOTALOVOWV AOIMWEEWY, OTIWG
akplBwg cupPaivel kat oTig urtdAotreg PADs. To mocooTto
Twv aoBevwv oToug omoioug n Sidyvwon Tou BUUWUATOG
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TPOoNYE(Tal TNG EUPAVIONG TNG LTTOYOUUACEAIPIVALMIAG,
Twv Aopwéewv 13 tng Sdppolag ival ico mepimou pe
€KEIVO TwV a0Bevwv Tou gpgavifouv oxeddv Tautoxpova
OAa Ta evpUATA TNG KAVIKAG €IKOVAG Tou cuvdpodpuou. H
MPOYvwaon Tou cuvOpPOOoL Paivetal 6Tl eival SuouevéoTEPN
amnod ekeivn tng CVID.32%

3. KAINIKH EIKONA

3.1. K\vikéc ekdnAwoelg

>1ov mivaka 1 mapouctdlovtal CUVOTITIKA Ol KATd Ou-
OTAMATA EKONAWOEIG Kal ol emMMAOKEG Twv PADs. Baoikd
XOPAKTNPIOTIKO TNG KAWIKAG €lkovag Twv PADs eival n
gvaloObnoia oTIC MKPOPRIAKES KUPIWS AolpwelS (TTivaKeg
2, 3). Ot Baplég, ol acuvnBelg, ol UTTOTPOTTIIACOUOEC Kal Ol
XPovi(ouoeg MoIHWEELG, Ol AOIUWEELG TTOU TTIPOKAAOUVTAL ATTO
aouvribn maboyodva, auTéG TToU AmaITouV CUXVHA N TTapa-
TETAMEVN XOPNYNON AVTIBIOTIKWY, KABWE Kal EKEIVEG TTOL
mpoKaAoLV BAAReg r} Suohertoupyia Twv MPOooBaropévwy
OpPYAVWV TTPETTEL VA YEipOLV TNV uTToYia urtokeipevng PAD.
JUXVOTEPEG €ival Ol AOIHWEELG TOU AVWTEPOU KAl TOU KATW-
TEPOVL AVATIVEUOTIKOU CUCTAMATOC Ao TTuoyova HIKPoBLa,
ME ouvnBéotepa Tov Streptococcus pneumoniae Kal TOV
Haemophilus influenzae ka1 omaviotepa ta Staphylococcus
spp, Ta Pseudomonas spp Kal Tn caApovéha. Ot loyeveig
Nopwéelg dev amotehovv yvwplopa Twv PADs, iSlaitepa
otoug eVAAIKeG. Ot piooi amnod toug acBeveig pe CVID éxouv
IOTOPIKO €VOC TOUAAXIOTOV emelcodiou Tvevpoviag, evw
6001 Oev €XOLV IOTOPIKO TIVELHOVIAG TTAPOUGCIAlouV uTTo-
Tpomalouvca Bpoyxitida, mapappIvoKoATTIOA 1 KAl péon
muwdn wtitida, ot omoieg 0Snyouv cuxvd otnv euPAvion
ETMITAOKWYV, OTIWG Ol BPOYXEKTATIEG, N XPOVIA AVATIVEUCTIKN
TIVEUHIOVOTIAOELD, TO EUMUNUA TOU BwPaAKA Kal N HAOTOEL-
Sitida. Ztoug eviAIKeg, TTOAU cuxvd, ot PADs Siaylyvwoko-
vTal amod TIG EMITAOKEG HAKPOXPOVIWV UTTOTPOTMIA(OUCWV
NoWEewv (T.X. BPOYXEKTATIECG), TO AiTIO TwV oToiwv Sev
gixe avayvwplotei éykaipa.*’ EldikoTtepa, n untotpomalovoa
péon muwdng wtitida Kal N Xpovia wtdéppPold, akOun Kal
ETT{ N EUPAVOUC AVTICWHATIKAG AVETTAPKELAG, ETTIBANOUV
N Slevépyela eNéyxou yia SADNL# AvtiBeta, otnv sIgAD,
O1mou n eminmtwon Twv Aolwewv gival, emiong, avénuévn,
Sev MAPATNPOUVTAL AVANOYEG ETTITTAOKEG.

A6 TNV avaAuon Twv Sedopévwy SU0 peydAwV oglpwv’>#
napatnerdnke ot moocootd 5,2% kat 8,9%, avtiotolxa,
aoBevwv pe CVID, otoug omoioug N vooog ekONAwONKe Katd
TNV eviihiko {wn), mapoucialav EVKAIPIOKEG AOIMWEELG ava-
AOYEC EKEIVWV TTOU TTAPATNPOUVTAL OTIC AVOCOAVETTAPKELES
NG T-og1pdg (Aopwéelg amd acTéPYIANO, TTVEUUOVOKUOTN,
KUTTAPOMEYANOTO, KpunttooTiopidia k.A.). Koivo avocolo-
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MNivakag 1. ZuvomTiKr) KATA CUCTAUATA TTAPOUGiacn Twv EKSNAWOEWV

KOl TwV EMMA\OKWV Twv PADs.'%

M. ZMEAETAX kot A.E. TEPMENHZ

Nivakag 2. Ot Aopwéelg pe Tig omoieg epgavifovtal ol aoBeveic pe PADs.

Evtémon Tuxvotnta (%)

EkSnAwoeI¢ amé To avamveuoTiké oUoTnua NOIPWEEIG TOU AVATIVEUOTIKOU CUCTAATOG 37-90

Ta cupnTwpata amd To AVANVEUCTIKO UCTNUA €ival Ol CUXVOTEPES YToTPOomA{ouoEC NOIHGDEEIC TwY TTAPaPEIVILY KONV 19-98

ekdnAwoEIG Ye TI¢ omoieg epgavifovtal ot PADs

AEPPOKUTTAPIKEC 1} KOKKIWHOTHSEIC TIVEUHOVIKEC SINBROELC (10%) NOIUWEEIC TOU TEMTIKOD OUOTAKATOG 6-38

Bpoyxektaaieg kal méxuvon Tou TOXWHATOG TwV Bpoyxwv (17-76%) AgpUATIKEC NOIWEELG 1-13
EkSnAwoeig amd To memtiké oUoThua NOIPWEELG TOU KEVTPLKOU VEUPIKOU CUOTAUATOC/ 2-9

Xpovia Siéppota (40-60%) Hnviyyitda

Adppota Aotpwdoug artioloyiag (5-32%) Aonntn apBpitida/ooteopuehitida 1-7

ATPO®Ia TWV EVTEPIKWY BNAWV (2,5%) OPBONUIKEC AOIUDEEIC 1,4-10

KoKKIWHATA UITOPE( va EUQAVIOTOUV € OTTOIOSATIOTE ONUEI0 TOU
TIENTIKOU CWARvVa

Olwdng Aepgikny umepmiacia (0,5-30%)

ANa:
ATpo@IKN YaoTpitida
Kakon®ng avapia
DOAeypovwdng voéoog Tou eVTEPOU, OLUVABWE PE KOKKIWHATWEON

EpQAvion
Hmatikéc ekbnAWoeig
H Mopwédng nmatitida eivat omdvia

Ot Siatapayég Twv SOKIUACIWV TNEG NTTATIKAG AEIToupYiag ogeilovTal
ouviBwg oTnv o{wdn avayevvntikn umepmiacia (nodular regenerative
hyperplasia) tng CVID

H nmatopeyalia, ouvrBwg e KOKKIWHATWSN IGTOAOYIKT) EIKOV, Eival
ouviRong

MpwTtomadng XoMKA Kippwon
H okAnpuvTikn xohayyelitida amotehei acuvrOn emmAokn, 18iwg HETA
amd Noipwén pe kpuntoomopidia
Aiuatodoyikéc ekdnAwoeig (30%)
Autodvoon Bpopformeviki TOPPUPA, AUTOAVOOT AIMOAUTIKH avalpia,
ouvdpopo Evans kal oudetepomevia (2,5-11%)
Kakorbn voorjuata
AUEnoN Tou OXeTIKOU Kivduvou x1,8-13
YuvnBéoTepa gival Ta AepewpaTa

EmOnAwakoi dykol epgpaviovtal omaviotepa

NeupoloyikéG ekbnAWaoelg

Ot holpwéelg amod Baktrpla mou @Epouv Kaya gival 1o ouvnBéoTtepo
aitio unviyyitidag

Mnviyyogyke@ahitida amo eviepoiolg
Ave€ynTn VEUPOEKPUAIOTIKH VOOOC UITOPEL VA EUPAVIOTEL, TTapd TN
Oeparneia pe evOoPAERIEC avOCOOPAIPIVES — MEPIKA amtd Ta onueia
¢ mBavov va pipolvTal TV avemdpkela e Brrapivng E
PeupatoloyIKEG ekONAWOEIG
Mn €161kn apBpitida
NOIUWEEIC TWV 00TWV Kal TwV apBpwoewv
H cuoyxétion pe autodvoong arTloAoyiag VOoHATA TOU CUVOETIKOU
10ToU gival omavia
Aepuatikéc ekSnAwoeig
Nolpwéelg

Kokkiwpata

PADs: NpwTtonaBeiq avTiowpatikég avemapkeleg, CVID: Koy moikin avocoave-
TIAPKELQ

PADs: MpwTomabEeig avTICWHATIKES AVETTAPKELES

Nivakag 3. Ta ouvnB£oTepa aitia AolpwEewv oToug aoBeveig e PADs.

Nopwéerg MaBoyova

NOUWEELC TV TTapaApPIVIWV
KONTWYV KAl TOU AVATTIVEUOTIKOU

Streptococcus pneumoniae,
Haemophilus influenzae,

OUOTAUATOG Moraxella catarrhalis,
Staphlyococcus aureus
Inmikn apBpitida Streptococcus pneumoniae,
Mycoplasma spp
NolpwEelg Ureaplasma spp
TOU OUPOTIOIOYEVVNTIKOU
OUOTHMATOG
Mnviyyitida Streptococcus pneumoniae,

Haemophilus influenzae

NOIPWEELG TOU TIEMTIKOU
OUOTAUATOG

Cryptosporidium spp, Giardia spp,
Campylobacter spp

Mnviyyogykepahitida Evtepoioi

YIKO XOPOKTNPIOTIKO TWV CUYKEKPIUEVWY aoBevwy, otn
oglpd Twv Malphettes et al*® ATav n onuavTtik eAdtTtwon
Tou ap1OpoL Twv CD4* T-Aep@oKUTTAPWV. QG ATTOTEAECUA
auTAG TNG TTAPATAPNONG, Ol Cuyypaysic umootnpifouv
OTI ol aoBeveic pe kabuotepnuévn ekdridwon tng CVID
evdéxetal va amotelolv Eexwplot opdda tng CVID pe
Slakpttd maBoyeveTIKA XapakTnPloTiKd (late-onset combined
immune deficiency).

INTTIKA ) donmtn Xpévia povoapbOpitida rj oAtyoap-
Opitida evdéxetal va ocuvodelel 1 KAl va amoTteAel TNV
mpwtn ekbNAwon Twv PADs. Zmaviotepa, n apBpitida mou
ouvodevel Tic PADs anmoteAei ekdriAwon autoavooiag, vw
o010 10—20% Twv acBevwv e CVID meptypdgpetal apBpitidba
TTOU HMIMEITAL TNV EIKOVA TNG peVHATOEISoUG apbpitidag.

Ot Aopwéelg amoteAouv TN povadikr KAIVIKN eKSAAW-
on t™¢ CVID oto 30% mePinmou Twv TEPIMTWOEWV. XTOUG
UTTOAOLTTOUG ACHOEVEIC, TNV KAIVIKI TIOPEIQ TNG VOOOU, EKTOG
Ao TIG AOLUWEELS, XapaKTNEI(el N EUPAVION UIAG TTOIKIAIOG
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PAEYHOVWEWV 1] KAl AUTOAVOOWV SlaTapaXwV.”” ITI¢ TTEPIL-
TITWOELG AUTEG, eMPBANMETAL TTOMEG POPEG N Xprion AA\ote
AMou Babuol avoooKATAOTAATIKAG Bepameiag, yeyovog
Tou eMOEIVWVEL TNV TTPOYVWON TNG VOoouL.#

H ouxvotepn amd Tig @AeyUovwSelg Slatapayég mou
ouvodevouv tn CVID gival n mpoiovoa MVEVUOVIKH vOoOC,
Tou rmapatnpeital oto 1/3 TePIMou TwV MEPUTTWOEWV. Ewg
€va Babpo, To YEyovog auto EPUNVEVETAL WE ATTOTENECHIA TWV
UNTOTPOTA{OLCWV AOIMWEEWV TOU KATWTEPOU AVATIVEUCTIKOU
ovoTtuatog. Ev toutolg, oto 10% mepinmov Twv acBevwv
aveLpioKoVTAl ACXETEG UE TIG AOIHWEELG, AEUPOKUTTAPIKEG
I} KOl KOKKIWHOTWSELG TIVEUUOVIKES BAAPBEG, TOU EKSNAWVO-
vTal WG AgpPOKUTTAPIKNA Sidpeon mveupovia (lymphocytic
interstitial pneumonia, LIP), Aepgpolidiakn BpoyxloAitida i
AepgoimepmAacia. Ot BAABEC auTég pépovTal CUANRPRSNV
untd Tov OPO KOKKIWUATWENG-AsupokuTTapikn Siaueon
7IveupoVIKr) vooog (granulomatous-lymphocytic interstitial
lung disease, GLILD) kai qaivetal 6Tt €MTAXUVOUV TNV EU-
@Avion TNG AVATIVEUOTIKAG AVETTAPKELAG.#~*¢ H avamtuén
TéTolou gidoug BAaBwv og TG00 HEYANO TTOCOOTO AoHeVWV
pe CVID, kaBwg Kal To yeyovog 0Tl N EP@Avior) Toug Sgv
eCaptatal and tn StdpKela TG VOOOU, uTToSNAWVOULV OTL N
vOoo¢ cuvodeVeTal amod pia, aveEApTnTn amo TIC AOLUWEELS,
évtovn, evboyevn pAeypovwdn Siepyacia, Tou TapapEVEL
HEXPL OTIYMNG avegnynTn.

O1 S1axUTEG TTOAUKAWVIKEG AEPPOUTTEPTIAACTIKEG BAA-
Beg amoteAOUV YEVIKOTEPO XAPAKTNPIOTIKO TnG CVID. H
AepgpadevomndBela gival ouvnOeg elpnUA KAl KATA Ka-
vOvVa a@opA OTOUG AUXEVIKOUG I KAl OTOUG AEUPASEVES
TOU HECOBWPAKIOU Kal TNG KOIAIAG. NAEUPOKUTTAPIKEG
dinbnoelg, N mapoucia Twv omoiwv mevraniactdlel Tov
KivOuvo gp@Aaviong AeU@OUTTEPTIAACTIKWY OYKWY, EKTOG
and ToUG MVEVPIOVEG, AMAVTWVTAL, €TTONG, OTO ATIAP Kal
OTO YOOTPEVTEPIKO CWARVA. STANVOUEYaAia amavtdatal
o010 30% TWV TEPIMTWOEWV KAl OE OPIOPEVOUG aoOEeVEig
amotelei oTalepd eVpnUa kab’' dAn TNV MopEeia TG vooou.™
H omAnvopeyalia i Kat o UTTEPOTIANVIOUOG, O CUVSUACHIO
HE TNV TAUTOXEOVN TTapoucia autodvoong Bpopporeviag
1l KAl auToAdvoong AIMOAUTIKAG avalpiag, odnyouv onua-
VTIKO TOOOOTO acOevwv o€ OTTANVEKTOUN, N omoia BéRala
ouvodevetal anmd avénuévn Bvntétnta.’?

3£ TOOOOTO 8—20% TWV TTEPITTWOEWY, OTOUG AEUPIKOUG
10TOUG avamntiooovTal, €miong PN TupoeldomoloVeva
KOKKIWUATA, avAAoya eKeivwv Tou Xapaktnpilouv tn cap-
koeidwon.* EKTog amod Toug TTVEUHOVEG, N KOKKIWUATWENG
VOOOG UIopEi va evToTtiCeTal 0TOUG AeUPASEVEG, OTO OTTAIVA,
OTOo ATAp Kal oto §€pua, aANd Kal o€ orrolovdnTTote AA\ov
10TO, AKOPN KAl OTO XOPIOEIOH XITWVA TWV OQOOAUWV.*®
MNa ave€riyntoug Adyoug, n ouxvoTnNTa TWV AUTOAVOOWV
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Slatapaxwv €ival MoAU peyallTepPn oToug aoBeveic pe
CVID kat KoKKIwHatwdn véoo.

O1 ouvnB£oTepeg auToAvVooEeG ekdnAwoelg tng CVID eivat
Ol KUTTAPOTIEVIEG KAl EI8IKOTEPA N AUTOAVOOT BPOUBOTIEVIKN
TTOP@UPA, TTOU ATTAVTATAL EWG Kal 0TO 60% Twv TTEPITTW-
0wV, akohouBouuevn og ouxvoTNTA Ao TNV AuToAvoon
AloAUTIKR avalpia. Eival evllagépov 6Tl ol auTodvooeg
QAIUATONOYIKEG EKONAWOELC PaiveTal va TIponyouvTal TNG
Stdyvwong tn¢ CVID og moocoot1d 14—54%, v oto 2%
TIEPITTOU TWV AC0OEVWV ATTOTEAOVUV TO HOVASIKO CUUMTWHA
KATA TNV €UPAvion TnG vooou. M’ autd kat n avalitnon
TUXOV urtokeipevng CVID mpoteivetal o KABe mepimtwon
autodvoong BPoUPOTTIEVIKAG TTOP@EUPAG 1} AUTOAVOONG
AIUOAUTIKAG avalpiag. AANa autodvood VOorata TTou
umopei va cuvodevouv tn CVID gival n kakondng avaiuia,
N @AEYHOVWONG VOOOG TOU EVTEPOU, N TTPWTOTIAONG XOAIKN
Kippwon, N AAWTIEKIQ, O CUCTNUATIKOG EpLONUATWENC AU-
KOG, N KOIAIOKAKN, O IVOOUAIVOEEAPTWUEVOG GAKXAPWANG
dapntng 1o ouvdpopo Guillain-Barré, n puacBévela, n
Bupeoslbitida kal n Sdepuatopvooitida.’’ Ta avutodvooa
VOONMATA, OANA KAl Ol ATOTTIKEG EKONAWOELG ATTOTEAOLY,
emiong, ouvrBelg eEkONAWOELG Kal TwV AAAwV PADs.

Juuntwpata and To TEMTIKO oVoTNUA gpgavifouv ol
Mool mepimou and toug acBeveic pe CVID. Emuévouoa n
Xpovia Sidppola kat SucamoppoEnon UE CNUAVTIKA arTw-
Aela Bapoug eppaviCel Tooooto >60% kat 10%, avtioTolxa,
Twv acBevwv pe CVID mou v utoBdANovTtal og Bgparneia
UTTOKATACTACNG. > STOUG aoBeveic e CVID, TIC TEPICOOTEPES
POpPEC, N Stappola ivat Aolpwdoug arttoAoyiag e cuXVOTEPO
aitio TNV Giardia lamblia kal oravidtepa tn Salmonella, Tn
Shigella ka1 to Campylobacter. H Tuxov anwAe&la mpwTeivay,
AOYW UTTOKEIPEVNG EVTEPOTIAOELAG, TIPETTEL VA EAEYXETAL OF
Kd&Be nepintwon acBevoug pe CVID, o é\eyXog TnG omoiag
amattei Tnv avénon ™ng doong Twv evSOPAEPIWV avooo-
o@alpvwv. H @Aeypovwdng vooog Tou eVTEPOU amoTeAEL
€va aKOPN oNUavTikd MPOPANUA yia éva mocooTto 19—32%
Twv acBevwv pe CVID. Xtn Bloyia evtépou, ol aoBeveic pe
CVID gpgavifouv ouvnBwe Un €18IKA ATPOQIa TWV EVTEPIKWV
OnAwv, kaBwg kat oSN AEUPIKN UTTEPTTAACIA, [LE UTTEPOXN
TWV B-AgUQOKUTTAPWYV Kal EAATTWHEVA TTAACHATOKUTTAPA,
n omoia pmopei va ouvodevetal and Sucamoppdenon.’*5* H
voonpoTNTA ard To TIEMTIKO CUOTNUA (KUPIWG AOIHWEELS Kal
AEUPWHOATA) OTA CUPITTWHATIKA dtopa ue sIgAD @aivetat
OT1 eival ouxvoTEPN O€ CUYKPLON UE Toug acBeveig pe CVID.

3 & MooooTo 12% twv acBsvwv pe CVID mapatnpeital
olwdng avayesvvntiky vrepnAaocia tou firato¢ (nodular
regenerative hyperplasia, NRH). Mpokettal yia pia kahorion
€€al\ayr Tou NIMATIKOU TTAPEYXVUHATOC TTOU AaUPAvel Tn
HOP®N HIKPWV avayevwnTIKWV olIbiwv, Xwpig vwTIKA Xapa-
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KTNPIOTIKA. H KaTtdoTtaon autr) TapapéVvel KAIVIKA ClwTTnAR
yla TTOAAG xpovia. Mévo 1o 25% Twv aoBevwv mapouaoid-
Couv evbei€elc dlatapaxng TNG NITATIKAG AElToupyiag Kat
eNaxtoTol avantuooouv uAaia uréptaon. H 81inbnon twv
BAaPwV pe T-AgppoKkUTTAPA, N EUPAVION KaTd TN SIdpKELa
NG KAWVIKAG TNG mopeiag TG NRH, iy mptv amdé autr, evog
ouVOPOUOL AVANOYOU TNE AUTOAVOONG NTTATITIOAC, KABWC
KAl N .OXUPr] CUCXETION TNG ME AANEG AUTOAVOOEG ETTITTAOKEG
¢ CVID, umootnpifouv Tnv autodvoon attioloyia Tng.>> =7

Télog, otoug aoBeveic pe PADs n emimtwon twv veo-
TAACIWV €ival TIEVTATIAGCIO OTTO €KEIVN OTO YEVIKO TIAN-
Buopo. Xto 1/3 TEPITTOU TWV TTEPIMTWOEWV TIPOKELTAL Yia
AEPPWUATA KAl AEUXAIMIES, EVW au&nuévn paiveTal va gival
KAl N OUXVOTNTA TOU KAPKIVOU TOU OTOMAXOUL.* O OXETIKOG
Kivbuvog tTwv acBevwv pe CVID yia tnv euedavion un
Hodgkin Agppwpatoc® extipdtal 6ti gival 30—400 popég
Kal yla TNV €UeAvion Kapkivou Tou otopdyxou® 10 popég
UEYOAUTEPOG ATTO TOV AVTIOTOIXO TOU YEVIKOU TTANBUGHIOU.
O1 veomhaoieg auTég, av Kal gpgavifovtal oe VEapOTEPN
nAkio og oxéon PE TO YeVIKO TANBUOUOS, KATA Kavova
Sev amote olV TNV PpWTN ekdriAwon twv PADs,® mmap’ 6Tt
€XEL TIEPLYPAPEL N TIEPIMTWON AEUPWUATOG TOU KEVTPL-
KoU VEUPIKOU cuoTAMATOC o€ Taldi we mpwtn ekdrAwon
CVID.*" Ta kakorOn voonuata, v ToUTOIG, ATTOTEAOUV TN
ouxvoTepn attia Bavatou Twv acBevwv pe CVID n omoia
npwtogp@aviletal katd v evihiko {wn.52

3.2. Khwikoi @awvoturniol tng CVID

H peyalUtepn péxpt oty oglpd acBevwy, aTny omoia
HEAETAONKAV Ta KAIVIKA XapaktnploTika tng CVID, eival
ekeivn Tou European Variable Immunodeficiency Disorders
registry, n omnoia mep\apdvel ta dedopéva 334 aocBevwv
Tou TapakoAouBnOnkav yia péco xpovo 25,6 €tn.’# H
HENETN auTh €8¢€1€e OTL uTTApXoLV TTEVTE SIOKPITOI KAIVIKOL
@awvoturol Tng CVID, ol omoiol, EKTOG amod TIG AOIMWEELC,
xapaktnpifovtal amd (a) Tnv amoucio AAwV ekdNAWOoE-
wv, (B) Tnv ekdnAwon autodvoowv Statapaxwy, (y) Tnv
TTAPOUGCIA TTOAUKAWVIKWY AEUPOKUTTAPIKWY SINBAcEwV,
(6) Tnv mapoucia evreponddelag kal (€) TNV avamtuén
AEUPOUTIEPTIAACTIKWV OYKWV. To evdlagpépov gival 0TL 83%
Twv acBsvwv mapouactdlouv éva Povo amod autoug Toug
@AIVOTUTIOUG Kal MOAIG TO 12,6% TAnpoi ta kprtripla dvo
KAWVIKWV @atvoTtumiwy. Eva emi mAéov onpavtikd evpnua
TNG UEAETNG, TA AMOTEAEéCMATA TNG oTfoiag gaivetal otl
empPePaiwvovtal o PETAYEVEOTEPEG SNUOCIEVTELGS gival
ot auToi ot KAVIKoi @avétumol oxetiCovtal pe Tn Ovnrotnta
TwV ao0BeVWV. JUYKEKPIUEVQ, Ol doOeVEiG e evTepomdbela
KAl QUTOi PE TTOAUKAWVIKEG AEUPOKUTTAPIKEG SINONCELG
ep@aviCouv TETPATTAGCLO KAl TPUTAACLO, AVTIOTOLXA, OXETIKO
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kivbuvo Bvntotntag. H onpacia tng ev Aoyw mapatipnong
yivetal akdpn HeyaAUTePN, 6tav e€eTdleTal o€ cLVOUAOUO
HE TA OTTOTEAECUATA TTOAWV TTOAUKEVTIPIKWY HEAETWV
AVO@QOPIKA UE TNV ATTOTEAECUATIKOTNTA TNG Ogpareiag
UTTOKATAOTAONG. Ol CUYKEKPIPEVEG MEAETEG SEIXVOUV OTL, EVW
oL evOOPAEPBIEG AVOCOOQALPIVEG £XOUV ETTIPEPEL BEAUATIKNA
HETABOAR 600V agopd oTn cuxvoTnTa, oTn BapuTnTa Kat
OTIG EMIMTAOKEG TWV AOIHWEEWY, KATL avANoyo Sev €xel cUUBEL
HE TIG PAEYHOVWOELG eMTMAOKEC TNG CVID, pe amotélecpa n
KOKKIWMATWONG PAEYOVH, N SIAESN TIVEULIOVIKH VOOOC, N
PAEYHOVWENG VOOOC TOU EVTEPOU, Ol AEUPOUTTIEPTIAACTIKEG
Slatapayég kal ol ouvodég kakorBgleg va ouveyifouv va
amoTeAOUV BePATTEVTIKN TIPOKANON.

Meta amd autd kai Sedopévou 0TI, OTA APXIKA TOUG
TOUAAXIOTOV OTASIA, N ATTOKAAUYN TNG KOKKIWUATWSOUG
véoou Kal TNG AgpgpadevondBelag Sev gival TAVTOTE KAVI-
KA guxepng, To {NTNHa TG éykaipng Stayvwong tng CVID
MPORAANEL TTOANU €MTAKTIKOTEPO. ETOL, TOANOI €peuvnTEg,
avalnTwvtag duvnTiKoUG epyaoTtnElakols SeiKTEC TNG
VOOOU, £XOUV ETIXEIPNOEL VA TIPOOSIOPICOUV eVOEXOUEVES
OUOXETIOEIG TWV KAIVIKWV patvotumniwv tng CVID e epyaotn-
PlaKEG TTapapETpous. Onwg gival avapevouevo, To {Atnua
NG KPiolung ouykévtpwong tng IgG €xel amaoxoAnoet amnod
maAid tn PiAoypagia kat amd vwpig £xel SeixBei 6T oUTE oL
NOLUWEELG OUTE Ol OEWPOUUEVEC EMIITAOKEG TWV AOINWEEWY
(Bpoyxektaoieg), aANA oUTe Kal ol UTIOAOITTEG EKONAWOELG
¢ CVID e€aptwvtal and ta emnineda tng 1gG.* Eival xa-
PAKTNPLOTIKO OTI, OTNV TTOAUKEVTPIKN HEAETN Twv Chapel
et al,” enineda IgG <1,5 g/L Sev ouoxetiCovtav pe TNV
TTaPOoUGCia coBapwVv AOIHWEEWY OTO IOTOPIKO TWV ACOEVWV.
To yeyovog, emiong, 0Tl amd tnVv iOla HEAETN @AVNKE TTWG
TO 94,2% Twv acBevwv gixav katd tn Sidyvwon emnineda
IgG <4,5 g/L 6étel B€pa avaBswpnong Twv SlayvwoTIKWY
Kpltnpiwv 1mou toxvouyv yla tn CVID, ta omnoia ava@opikd
pe ta emineda NG IgG mpofAémouv va gival xapnAdtepa
Twv SV0 o0TaBepwV amokAicewv amod tn péon yia TNV NAIKia
Tou aocBevol¢ TIUN TNG avocoo@alpivng.#-7

Amé oL malid gixe StamotwOei 6t n CVID cuvodevetal
and Satapaxég Twv B-Aepgokuttdpwv.®® Me tn diadoon
TNG KUTTAPOUETPIAC PONC EYIVE EPIKTH N TTAPATIEPA UENETN
AUTWYV TWV SLATAPAXWV KAl ETIXEIPIONKE N CUOYETION TOUG
Me TNV mabo@uaotoloyia Tng vooou. Ta Kukhogopouvta
B-AgpgpokuTTapa KupaivovTal TTEPi T KATWTEPA PUCIONO-
YIKa 6pta oto 90% twv acBevwv pe CVID, evw oto 10%
aveupiokovTal € TTOCOOTO <1% TOU GUVOAOU TWV AEUPO-
KUTTApwWV.”® H TelevTaia opdda, Adyw Twv SUCXEPEILV TNG
TIAPATTEPA KUTTAPOMETPIKAG AVANUONG, PEPETAL YEVIKA WG
«B-» ka xapaktnpiletat and BAAeg, ol omoieg emnpedlouvv
TNV mpwiun dtagopormoinon tTn¢ B-oelpde, émwg cupPaivel
OTNV TEPIMTWOoN TwWV LETAANAEEWVY Tou /COS.?* ZToug UTTONOI-
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mou¢ aoBeveig, To onueio Tng diadikaciag Siagopormoinong
TwV B-Agp@okuttdpwy, oto omoio evtomifovtal ol MOavE
Slatapaxég, Sev €xel avayvwploTel. XapaKTNPIOTIKN, &V
ToUTOIg, oToUuG aoBeveic pe CVID eival n eAdttwon Ttou
aApOUOU TWV PVNUOVIKWVY B-AEUPOKUTTAPWY LETA TNV LOO-
TUTTIKA peTaoTtpo®n (class-switched memory B cells, CD27+
IgM- IgD~) mou mapatnpeital oto 50—75% Twv acBevwv.*?

31N Bdon Twv S10TAPAXWY AUTOU TOU TEAEUTAIOU UTTO-
TMANBUCHOU TWV B-AEUPOKUTTAPWY £XOUV ETTIXEIPNOE] TIONNEG
npoomndBeieg Tadvounong tng CVID, ol omoigg amookomouv
0TO OUVOUACPO TWV KAIVIKWV HPE Ta TTaBo@ualoloyiKd 1
TTOBOYEVETIKA XOPAKTNPLIOTIKA TNG VOOOU. ZNUAVTIKOTEPN
HeTa&L auTtwy gival ekeivn Tou EUROClass trial,”’ otnv omoia
avaAlOnKav Ta AVOCO@AIVOTUTTIKA KAl TA KAIVIKA XOPOKTN-
ploTIkA 303 acbevwv pe CVID. ZuvonTikd, N HEAETN auTn
ATTOKAANUYPE OTIL N HEYAAN EAATTWON Tou aplBuol Twv CD27*
IgM- IgD~ B-Agp@OKUTTAPWY CUVSEETAL UE TNV EUPAVION
KOKKIWHATWS0UG VOOOU, OTTANVOUEYAAIOC KAl AUTOAVOCWYV
KUTTAPOTIEVIWY, VW N avfnon AAAwv urmonmAnBucuwy,
OTMWCE TWV PETARATIKWY Kal Twv CD21%° B-AgpgpokuTttdpwy,
ouoxetiCetal pe TN Aeppadevomndbela kat Tn omAnvopeyaAia,
avtiotolxa. TOCO AuTEG, OUWG, 60O Kal AVAANOYEG CUCXETI-
OELG TTOU €XOUV TIEPLYPAPE( aTTO HIKPOTEPEG PEAETEG, €ival
APKETA acageic Kal n a&lomoTia Toug, oto Sl1ayvwoTIKO
Touhdxlotov eminedo, Sev éxel emPeRaiwbei akdun.

4. AIATNQZH

2TNV KAWVIKA TTPA&N, Ta Bactkd mpofAruata oe oxéon
pe TN StayvwoTik Twv PADs gival dvo. To mpwto apopd
OTOV OTTOKAEIONO TWV SEUTEPOYEVWV AITIWV TNG UTTOYA-
Haocgalpivaipiag kat to devtepo otnv avalitnon Tng
Stayvwong tng CVID (SeuTtepeudvTWE Kal TWV UTTOAOITTWV
PADs) og aoBeveig mou gugavifouv TiG EKONAWOEIG Kal TIG
EMTAOKEC TNG VOOOU, OTIWG TTEPLYPAPNKAV TIAPATIAVW.
‘Exovtag um’ oYn o1t n Stapopikn Sidyvwon NG UTToya -
pac@alpvalpiag pmopei va e§ehixbei oe pia TOAUTIAOKN
Swadikacia, amapaitnto MPpwTto BAua tTnG SlIAayVWOTIKAG
MPoocéyylong sival n empPeRaiwon Tov EVPHUATOC OE VEO
Seiyua aipatog Tou acBevoug, 1Slaitepa OTIC TTOAD CUXVEG
TEPUMTWOELG OTIOU N LTTOYaUac@alplvatpia givat tuxaio
gvpnua. Mapodikn vmoyaupacalpivalpia Umopei va ma-
patnpEnOei katd tn Sidpkela oelwv AoluwEewy N, avtiBeta,
uropei va cuvodelel Xpovieg PAeYUOVWOELG Slepyacoieg N
Bapv unoottiopo. Amd TNV AN TTAELPAG, N €vTovn QUOL-
K 6paocTnpldTNTA Kal TO PEYAAO stress, OTIWG cuUMPaivel
T.X. OTOUuG aBANTEC, €ival YywwoTo OTL avaoTENAOUV TNV
mapaywyr Twv avocoo@alpivwv.”” H kKpuooalpvaipia,
emiong, eivat Suvatod va odnynoet og Peudr TPooSIoPIoHO
uTToYapac@alpvaipiog.”
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4.1. AguTtepomabr ¢ uToyaupac@alpvatpia

Mapd 1o yeyovog o1t otn BiAloypagia dsv umndp-
Xouv akplfri dedouéva ava@opika HE TNV EMMTWON TNG
Sevuteponaboug umoyappacealpvatpiog, 8ev uTTApPYEL
apeiBolia 6T, oToug eVAAIKEG TOUAAXIOTOV, €ival Katd
TTOAU OUXVOTEPN TNG TPWTOTTAB0oUG. To MPWTAPXIKO, KATA
OUVETIELQ, HEANUA OTIC TIEPUTTWOELC ACHEVWV TIOU EPAVi-
CovTal PE UTTOYAPHACQAIPIVALUIA EiVAL O ATTOKAEICHOG TWV
Seutepoyevwv attiwv. Ot KATAOTACELG TTOU cuvodevovTal
ano Seuteponadry uoyappac@alpivaipia dlakpivovtal o
TPEIG KaTtnyopiec: (a) Noorjpata mou xapaktnpifovtal anod
ATTWAELD avoocoo@alplvwy, (B) Statapaxég TG Tapaywyng
TWV avoooo@alpIVWV Kal (y) emayopevn amd @Aapuaka
uTToyaupac@aipvaipio.”

4.1.1. Yrioyauuao@aipivaipia amo amwAelq avocoo@aipivaVv.
H anwAgla mpwTteiviwv Adyw VEQPIKAG VOOOU I EVTEPOTTAOEING
€ival ol cuVNBEOTEPECG KATAOTACELG TTOU PTTOPE( va 0dNnyn-
O0UV 0€ EANATTWON TNG CUYKEVTPWONG TWV AVOCOTPALPIVWDV.
H avixveuon mpwTteivoupiag Kal anmwAElaG TTPWTEVWY oTA
KOTIpava Pmopouyv va kabodnynoouv avaloya tn Siayvw-
OTIKN Mpooéyyton. H avénuévn kdBapon a;-avti®puypivng
emPBeBalvel pe peyAin evalobnoia TNV amWAELD TIPWTEVWV
amo Tov MEMTIKO CWANVA, av Kal TTPOKELTAl yia epywdn
Sokipaoia, agol TPoUMobétel cUANOYN KOTIPAvVWV Yia 3
OUVEXOUEVEG NUEPEC. TO VEQPWOIKO 0UVSPOUO CUVOSED-
etal amd Bapid cuvriBw¢ uTToyapac@alpvalpia, n omoia
HAANoTa amoTelei aveEdptnTo mapdyovta KivoUvou yia TNV
eU@AvVIoN BakTnEIaKWV AoIUWEEWVY 0TOUG EVAAIKEG 0OEVEIC,
aA\A Sev POoBANEL we Bpa Stagopiknig Siayvwonc.” Ao
TIG EVTEPOTIABEIEC, EKEIVEC TTOU cuvNBEoTepa cuvodelovTal
arod UTTOYaUpao@aAlpIVaAlia gival N autoAdvoon eVTEPOTTA-
Osla Kal n evtePIKA AEPPAYYEIEKTATIA.

H &idkpion peta&l autodvoong evrepondBsiag kat CVID
Sev gival eUKoAN. H xpovia Sidppola, mou ival o mpoe€dp-
XOV CUUTITWHA TNG TIPWTNG, ATTOTEAEL TTIOAEG POPEG KAl TO
Hovadiko CUUMTWHA UE TO oTToio eugavifovTtal ol acBeveic
pe CVID. Zageic Stapopég petadl Twv SUO KATAOTACEWY
Sev umntdipxouv oUte 0To LIoTOoTTaBoAOYIKS eTTimedo, VW O€
KPS aplBUo TTEPIMTTWOEWY TA VOO IATA AUTA @aiveTal OTl
OUVUTIAPXOUV. H uTToyappaocgatpvaipia, maviwg, gaivetal
ot gival nméTepn oTnV autodvoon evtepondbela Kal n
QAVIXVEUON AUTOAVTICWHATWY €VaVTL TwV EMONAIAKWV
KUTTAPWV TOU eVvTépou unootnpilel Tn Sidyvwon tne.’>7°

H evtepikn Agugpayyeiektaoia (vooog Waldmann) eivat
QATTOTENECHA TNG ATTOPPAENG TWV EVTEPIKWVY AEUPAYYEIWV
1ou odnyei o€ Slapuyn AéPPOou Kal avoooo@AIPIVWV EVTOG
TOU EVTEPIKOU ALAOU. 2TV TIEPITTTWON TNE TTARP WS AVETTTUY-
HéVNG KAIVIKAC €1kOVAC TOu voonpatog dev Tifetal Béua
avayvwplong kai S1akplong tou amod Tig PADs. Ev Toutolg,



428

IOTOAOYIKA eMBERAIWUEVN EVTEPIKI AEUPAYYEIEKTATIO AVEL-
pioKeTal TUXAIA OE TTOCOOTO £WG KAl 2% TWV EVEOOKOTIIKWV
Broyuwv. Exey, emiong, SeixOel OTI O APKETEG TTEPIMTTWOEIG N
UTTOYOUAC@ALPIVALUIa TTOU TTapaTnPE(TAL 0TN VOCO GUVO-
SeVETAL TOOO ATTO EAATTWPEVEC AVTICWUATIKEG ATTAVTACELG
600 Kal anmd Agpomnevia, Kabwg kat anod Slatapaxég Twv
T-KUTTAPWY, N AITioAoyia TWV OToIWV TTAPAMEVEL AKOUN
aca@nic. Katomv autwy, n eVvtepIKn Agppayyelektaocia dev
umopei va amokAeloTtel wg mbavod dsutepomabég aitio oe
aoBeveic mou epgavifovtal pe mpoe€dpyxov evpnua TNV
uTtoyapac@atpvatpio.”

4.1.2. Yrmoyauuaogaipivaiuia amdé Slatapaxég tne mapa-
YWyn¢ Twv avoooo@alpivwv. EAATTwon Tng cuykévTpwong
TWV AvOooOoo@AIPIVWV UTTOPEL va mmapatnenOsi oe 6Aa ta
KaKorjOn voorjuata Tou AeU@IKoU 10ToU, aAAd gival TTOAU
UEYOAUTEPN KAl CUXVOTEPN OTN XPOVIO AEUPOKUTTAPIKN
Aevxaipia (chronic lymphocytic leukemia, CLL). H vmo-
YOUpao@alpvalpio amoteAei TNV Kupldtepn ekdNAwon tng
avoooavendpkKelag mou cuvodevel Tn CLL, mpooBalAel To
OUVOAO OXESOV TWV AVOCOAOYIKWV AEITOUPYIWV Kal €UOU-
VETAL IO TNV ELOAVION TWV AOIUWEEWV, TTOU ATTOTEAOUV TNV
KUpla artia Bavdatou oto 25-50% Twv acBevwv. YToyau-
pac@alpvaipia amavtatal oto 85% twv acBevwv pe CLL
Kal 0 BaBuog tng e€aptdtal and to otddio kal Tn SidpKela
NG vooou. Ev touTolg, 0 oudo¢ TNG CUYKEVTPWONG TWV
aAvVOCOoPAIPIVWY, KATW ard Tov omoio audveTtal o Kiviuvog
Twv acBevwv pe CLL yia ep@davion Aolpwéewy, givat TToAD
VYNAOTEPOG amd Tov avTioTolxo Twv acBevwv pe PADs.
Enmimeda oAikwv avocoopaipiviwv <700 mg/dL amote oV
TTAPAYOVTA TTOU CUCXETICETAL AveEAPTNTA PE TN HEiWoN TNG
empBiwong.” Auto, mAvtwg, ou €xel 18laitepo S1aPopPIKo
SlayvwoTIKO evllagépov gival OTL N UTTOYAUAC@AlpIVALia
eVOEXETAL VA EUPAVIOTEL TTOAD TIPWIKA KATA TNV TTOPEia TNG
CLL, kaBwg kal 0Tl yrmopei va mapatnpnBei akdopn kat o
aoBevei¢ pe xapnAod @optio vooou, evw gival ave&aptntn
amé n Ogpareia, n omoia, OTIWG AVAPEPETAL OTN CUVEXELQ,
TNV eMOEVWVEL” IXETIKA MPOCPATN TTPOSPOLUIKE) HEAETN
€6¢e1€e 611 0710 3% TV aoBevwyv pe CLL n umoyappaoceaipt-
valpia Tponyeito TG EUPAvIONE TNG VOOOU €W Kalt 3 €tn.%
Map’ 6T avaloyeg TANPOPOPIEC OXETIKA UE TNV TTApouaia
UTTOYOUUACQAIPIVALMIOG KATA TNV EUPAVION TwV AANwvV
KaKorbwv voonuAtwy Tou AEUPIKOU 1I0TOU (AEU@WUATA)
Sev umdpyxouv otn PBiBAloypa@ia, N EUNAOKK TOuG oTn O1-
agopikn Stdyvwon Bswpeital Sedopévn, 1Slaitepa v OYel
TOU YEYOVOTOG TNG auénuévng emimtwong toug otn CVID.

To moAamAoUV HUEAwWHA Sev amoTeAE], TTPAKTIKA, S1-
APOPIKO SIAyVWOTIKO TIPORANUA, APOU Ol TIEPITTTWOELG
UN EKKPITIKOU pUEAWHATOC (Xwpic dnAadny Tnv mapouacia
HOVOKAWVIKAG avOC0o@AlpivN(), LE TAUTOXPOVN EUPAVION
urloyaupaceaipvaipiag, eival e€aipetikd omavieg. Mo
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TTEPUTEMAEYMEVO, AV KAl ETTIONG OTTAVIO, gival eVOEXOUEVWG
T0 S10PopPIKS S1aYVWOTIKO TIPOBANUA OTIG TTEPITTTWOELG TOU
OLVSPOUOU CUCTNHATIKAG TPIXOEISIKNAG Sla@uync (systemic
capillary leak syndrome, cuvdpopo Clarkson), iSlaitepa peta
and TNV TTEPLYPAPH TIEPITTTWOEWV TTOU cuVoSeVovVTAV Ao
UTTOYAMHAC@AlPVALpia Kat UTTOTPOTIIA{OVUCEC TIVEUOVIKEG
Nopwéelct’ H xapakTtnpLoTIKN, €V TOUTOIS, KAWVIKA €lKOVa
Tou ouvdpodpou (emelcddia ofeiag Bapldg umdéTaong Ue
AIMOCUUTTUKVWON KAl UTTOAEUKWUATIVALIQ) Kal N TTapouasia
MOVOKAWVIKAG YOUHaTTABelag oto 80% mepimou Twv acBevwv
Sev agrvouv mepBwpla ocUyXLoNg TNG EUPAVIONG TOU PE
TNV ofgia el03oAry onmtikoL emelcodiou.

4.1.3. Emayduevn and pdpuaka vimoyaupaogaipivaiuia.
Mia peydAn celpd @apudkwy €Xouv evoyormolnOei yia tnv
TPOKANGCN UTTOYaUao@alpivaldiad. MNa oplopéva amo autd
(.. @awvutoivn, kapBapademivn) N CUCYXETION JLE TNV UTTO-
YOUUOO@AIPIVAILIA €ival KAAA TEKUNPLWUEVN, EVW VIO TTOAA
AMa untdpxouv avemPBePaiwteg evoeifelg. O pnNxaviopog
TPOKANONC TNG UTTOYAUAC@ALPIVALUIAG ival YWwoToC o€
ENAXIOTEC TIEPUTTWOELG, KUPIWG BIOAOYIKWVY TTAPAYOVTWY,
onw¢ ot avti-CD20 mapdyovTeg (PITOLEIUAUTIN), OXETIKA
ME TOUC omoioug gival KOAA UENETNUEVEG, €mioNng, Kal ol
KAWVIKEG ETITTTWOELG ATTO TIAEUPACG auénong Tou Kivouvou
Nopwewv.8?

To evdexduevo TNG EMAYOUEVNG ATTO PAPHOKA UTTO-
YOAUHOo@alplvaliog MPETEL va ammoKAEigTal mpv amnd KAbe
TPOOTIABEIa TTEPAITEPW SIAYVWOTIKAG SIEPEVVNONG TETOIWV
TEPUMTWOEWV. Kavovikd, autd mpoUTToBETel TNV aTTOKA-
TAoTAON TNG CUYKEVIPWONG TWV OVOCOC®AIPIVWV CTA
opla avagopdg UeTd amd tn SlaKoT Tou papudkou. Ev
TOUTOIG, O XPOVOG TTOU ammalTeital YU autd MOIKIANEL onpo-
VTIKA HETAEL TWV S1aPpOPpWV PAPHAKWY Kal, O TTOMEC artd
TIG TIEPIMTWOELG TTOU €XEL UTTONOYIOTEL, Ppaivetal oTL gival
QPKETA TTAPATETAMEVOC. AVAPEPETAL XAPAKTNPLIOTIKA OTL
oofapn umoyaupac@alpivalpio €xel mapatnenOsi aképn
Kal 7 xpovia petd and tn Ospaneia pe prrov&ipdprn 84
O avrtioTtolxog yia TNV kapPBauademivn avépyetal o ap-
KETOUG MNVEG, EVW YIO T KOPTIKOOTEPOEISH evoéxeTal va
mapateiveTal €wg Kat 2 €tn.

4.2. H didyvwon tng CVID

4.2.1. Kpitrjpta. ‘Onwg @aivetal and tnv mapamavw
TEPLyPA®n TNG VOooU, HéXPL OTIYUAS Sgv €xouv MPoodi-
oploTei yevetikoi 1] dMol Blodeikteg, ol omoiol umopouv
va vniootnpifouv tn Sidyvwon tng CVID. Katd touto, n
CVID ouveyiCel va gival Sidyvwon €€ amokAgIcpoU, yia TNV
omoia, 6pwg, Sgv €xouv akoun SlapopPwOEi emKUpwpéva
Kpttrpta. O amokAEIoUOG TTou PO UTTOOETEL N S1dyvwon TNG
CVID &ev apopd povo oTtig Seutepomabeic umoyappaoc@al-



MPOTOMAGEIX ANTIZQOMATIKEXZ ANEMAPKEIEZ ENHAIKQN

pvalpieg, aANG kat oTig AAeG omravioTtepeg PADS, gite auTég
gival ot PADs pg «@UOIONOYIKA» €MMESA AVOCOOEQAIPIVWV
€ite ol eKAeKTIKEG CSR QVETTAPKELEG, TTOU ETTIIONG UITOPOUV
va EPPAVIOTOUV KATA TNV evAAIKO (wn. lNa TI¢ TTPWTEG aTtd
QUTEG LloXUOULV 60a ava@EépOnKav OTNV TTEPLYPAPH TOUG 0T
TaPATTAvVW KEPANALQ, EVW Y10 TIG EKAEKTIKEC CSR avemApKeLEG
QATTAITEITAL OEIPA YEVETIKWY SOKIUACIWV.

H &idotaon Tou amoKAEIGPOU KATaypd@EeTal pnTd oTd
Slatunwpéva amd 1o 1999 kpitpla twv Conley et al,®
OTa OTI0i0, XAPAKTNPIOTIKA, SEV TIPOTEIVETAL KAV OPIOTIKN
Slayvwon tng vooou, umid Tnv évvola TG >98% mbavotn-
TAG 1oXVOG TNG idlag Sidyvwong yia ta emopeva 20 xpovia.
AvtiBeta, kataypdgovtal kpitripla mbavri¢ (probable)
Stdyvwong, Ta omoia KaAUTITouv MOavoTnTa >85% 10XVOG
NG i8¢ Siayvwong yia Ta emépeva 20 xpovia, kabwg Kal
Kpitnpta duvatric (probable) Sidyvwong mou mepiAapBdvel
TouG aoBeveig ol omoiot Tapoucidlouv PEPIKA, AAAA OX1 OAA
Ta KAIVIKA KAl EpYAcTNPIOKA XOPAKTNPIOTIKA TNG VOOOU.

Kowvé amapaitnto Kkpitriplo Tng mbavng kat tng Suvatng
Siayvwong g CVID eival n avixveuon avemapkoug lgG-
aAmAVTNONG OTA TTOAUCAKXAPISIKA avTiyova, Onwg opiletal
KOl PE TOUG TTIEPIOPICHOUG TTOU TIEPLYPAPOVTAL OTA TTAPO-
mavw ke@daiata. H Siagopd petald mbavrig kat duvatnig
Slayvwonc evtomileTal TNV ATMMAITOUEVN EKCECUACUEVN
ehdatTwon (Katw Twv Vo oTaBEPWV amoKAICEWV amod tn
Héon yla TNV NAIKia Tou aoBevoUg TIU) TNG CUYKEVTPWONG
TwV PEIlOVWY TAewV Twv avocoo@alpivwy. ETol, Kpitriplo
yla tnv moavr Sidyvwon gival n eKoeonUAcHEVN ENATTWOoN
TNG OUYKEVTPWONG 1000 TNG IgG 600 Kal TG IgA, evw yla tn
Suvatr Sidyvwon gkeivn piag Touhdxiotov and Tig peifoveg
Té€eic (IgM, IgG n IgA). Onwg ndn avagépinke, OUWC, oL
OUOXETIOEIG HETAEY TNG CUYKEVTPWONG TWV AVOCOOo@alPL-
VWV Katd TN S1dyvwon Kal TwV KAIVIKWOV XOPAKTNPIOTIKWY
NG vOoou (Kupiwg AOIHWEELG) TTOU €XOUV TIPOKUWPEL aTid
N UENETN peyAAwvV oelpwv acBevwy,’# urmtodeikviouv TNV
avaykn avabewpnong autov Tou Kpitnpiou.

levikd, emi KAWVIKAG ummopiag Tng vooou Kal étav ta
enineda g IgG eivar <150 mg/dL, n didyvwon pmopsi
va Bewpeital BERain kat n avaltnon TG AvemapKkoug
AVTICWHATIKAG ATAVTNONG TTEPITTEVEL ATTaUTEITAL TTIO EVOE-
AEXNC ENEYXOC OTIC TIEPIMTTWOELG UIKPOTEPNC EAATTWONG TNG
19G (450—600 mg/dL) kat I8laitepa OTAV N CUYKEVTPWON TNG
IgA S¢v gival onuavtikd emnpeacpévn. Autoi ol TeAeuTtaiol
aoBeveic @aivetal 0TI S1aTNEOUVV IKAVOTIOINTIKH TTAPAywyn
IgG-avticwudtwy Kal Ta mepBwpta va weeAnbouv amd Tn
BOepaneia umokatdotaong gival TEPIOPIOUEVA. € AUTOUC
aKPIBWE Toug aoBeveic emMPBANETAL AETTTOUEPECTEPOC ENEYXOG
TNG AVTIOWHATIKAG ATAVTNONG. 2€ PEPIKEG TTEPITTTWOEILG, N
avalntnon Twv IgG-avTiowuATwy 6 PUAVEG UETA Ao ToV
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EUPOAIOOUO QaiveTal OTL gival Xpriolun yia Tnv a&loAdynon
NG IKAVOTNTAG TTAPAYWYN G TOUG. Av, O€ TETOIOUG aoOeVEic,
apxioel Oepareia uTokATACTACNG XWPIG va €Xel TTpoNyNnO«&i
AETITOUEPNG ENEYXOG Kal, OTN CUVEXELD, apploBntnOei n
ATTOTEAECUATIKOTNTA TNG, TIPOKEIUEVOU VA TIPAYATOTIOINOE(
€\EYXOG TNG AVTIOWHATIKAG artdvtnong o€ SeUTePo Xpovo,
anmauteital Siakomr TG Beparmeiog yia 5 piveg nmepimou.s

4.2.2. Eibika Siapopodiayvwotikd mpofAnuata otoug
eviAikec. To TTPWTO Kal KABOPIOTIKOTEPO BrAMa yia Tn
Stdyvwon tng CVID gival ag’ evog va cuumepAn@Bei otn
Stagopikny Sidyvwon tou MARBOUG TWV CUUTTITWHATWY
UE Ta omoia evOEXETAL VA EUPAVIOTEL KAl aAp’ ETEPOU va
avalntnBoulv Ta XapaKTNPIOTIKA TNG EUPHHATA OTO LOTO-
PIKO Tou acBevouc. MpwTtevouoa PETAEY AUTWV onuacia
€XOUV, aoPAAWG, N ouxvotNnTa, To €id0¢ Kal n evtoémion
TWV Aolpwéewy, KABWE Kal Ol AUTOAVOOEG EKONAWOELS, N
TUXOV €VTOTIION TWV OTIO{WV OTO OLKOYEVEIOKO LOTOPIKO
givay, emiong, umooTNPIKTIKA TNG Stdyvwong. Adyw, OuUwWG,
NG mapatnpolpevng kabuotépnong g Sidyvwong tng
voéoou, Sev gival Aiyeg ol TTEPIMTTWOELG eVNAIKWY aoBevwv
OOV TA TTPOEEAPXOVTA CUNTITWHATA TIPOEPXOVTAL KUPIWG
amo TIC EMIMAOKEG TWV LTTOTPOTALOVOWVY AOIUWEEWY 1
¢ idlag TNG vOoou, SNUIoLPYWVTAG £TOL TTOAUTTAOKOTEPA
StapopodiayvwoTikd pofAnuata.

JoBapd mpoPAnua Slagoplknig Stdyvwong UTTAPXEL
otoug evihikeg petadu CVID kal oapkoegidwong. Xtn Pi-
BAloypagia epLypA@OVTAL APKETEG TTIEPITITWOELG EVNAIKWY
aocBsvwv pe CVID, otoug omoioug n vooog ekdnAwBONKe
w¢ ouvdpopo avaloyo tnG oapkoegidwong (sarcoid-like
syndrome), akoun Kal Xwpig I0ToPIKO uTToTpomalouowy
MoPWEewV.5-88 & oplopévoug PHANIOTA amd auTtoug, N
Stayvwon tng CVID té0nke apkeTd Xpovia PETA amo Tnv
mponyoUpuevn AavBaouévn Sidyvwon Tng oapkogidwongc.
Ol OUVETIEIEC OE TTEPIMTWOELS OTTWG N TEAEUTAia prmopel
va gival e€aipeTikd Suopueveic yla toug acBeveic pe CVID,
emeldf n Xopnynon KopTIKOEISWVY Yld TNV AVTIHMETWTION
NG LTTOTIOEUEVNG CapKoegidwong Umopei va emMOEIVWOEL
ONUAVTIKA TIG CUVETTELEG TNG UTTOKEIEVNG AVOCOAVETTAPKELAG.
Ta CUPTTTWHATA PE TA OTTOIA TTAPOUGCIALOVTAL OTIG TIEPLTTTW-
o€1g auTég ol aoBeveig pe CVID givatl dvorvola, emipovog
Brxag, aduvapia, amwAela Bapoug i Kal TTUPETOC, EVW N
Sldkplon amo Tn capkoeidwon yivetal akoun SUCKOAOTEPN
oTav ouvuTTdpyouv apBPalyies, NMATOOTTANVOUEYaAAia Kat
Aepgpadevomddela. H KOKKIwUATWONG VOOOG UMopei Kal
ota Suo voonpata va pooBANeL omolodnoTe 6pyavo,
av kat kapdlakn mpoofoAr Sev éxel meptypagei otn CVID.
Mapepepn pmopei, emiong, va givatl kat ota SUo voorjpata
TA EVPNUATA ATTO TO AEITOUPYIKO EAEYXO TNG AVATIVONG, TOV
QATTEIKOVIOTIKO EAEYXO TOL Bwpaka Kat Tnv maboAoyoavato-
MK €€€TOON TWV KOKKIWUATWVY. H puétpnon tTwv emmmédwv
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TOU HETATPENTIKOU eV{UOU TNG ayyeloTacivng (angiotensin
converting enzyme, ACE) otov 0op6, mou xpnoipomoleital
yla T Sidyvwon tng oapkosgidwong, otepeital eldikéTNTAG,
a@oL avénuévo ACE umopei va aveupeBei o TTOMNEG ANNEG
KOTAOTACELG, TTEPINAMBavopEVWY S1aPOPwWV AOXETWY KOKKI-
WHATWSWY Voo UATWY, OTIWE N QUUATIWoN, N aoBéotwon,
AN Kal N KOKKIWPATWwSNG vooog Tng CVID. H pétpnon tg
OUYKEVTPWONG TWV aVOCOO@AIPIVWV TOU 0poU, avTifeTa,
gival 18laitepa ummofonONTIKY, agov Katd Kavova n cap-
Kogidwon ocuvodeveTal amd UTTEPYAUACEPALPIVAIMIA, EVW
N AViXVeLON AVETTAPKOUG armAvTNoNG OTA TTOAUCAKXAPISIKA
avtyéva B£tel oploTikd tn Stdyvwon tng CVID. Katomv au-
TWV, o€ KABE TepimTwon mbavric Sidyvwong capkosidwong
OULVIOTATAL N HETPNON TWV AVOCOC@ALPIVWY TOU OPOU, EVW
OPIOPEVOL TIPOTEIVOUV KAl TOV TTEPLOBIKO ETTAVEAEYXO KATA
TNV Mopeia TNG vooou. Xtnv tehevTaia mepintwon, BéRaia,
nipémnel va AauBAavetat urt’ OYn n UTTOYAULACPALPIVALUIA TTOU
uropei va €xel TpokANBei amd tnv ev Tw peTa&l xoprynon
KOPTIKOEIWOWV.5 O TPooSloplopog TNG SlayvwoTIKNAG aiag
TwV S10POPWV TTOU EVTOTIIOTNKAV HETAEY TWV VO KATAOTA-
OEWV OTNV TTIPOoQATN, evllagépouoa avadpouLKr LEAETN
aoBevwv-popTOpwV TG Groupe Sarcoidose Francophone®
mOavov va @avei LENOVTIKA XPHOIMOG OTNV KAIVIKH TTPAEN.

AgSopévou OTL Ol TIVEUUOVIKEG ETMIIMAOKEG TNG VOOOU,
YEVIKOTEPQ, armoTteNoLy, padli pue Ta kakonOn voorjuata, Tig
Baoikég attieg Bavatou Twv acBevwy pe CVID, kat AapBavo-
HéEVWV LTI OYN TWV TTPORANUATWY TTOU UTTAPXOULV WG TTIPOG
TNV QVTILETWTTION TOuG, eMPBANeTAl IS1aiTEPN EypPriyopon
w¢ TPOG TNV éykalpn Sidyvwaon Katl Tnv mapakolouonon
TOUG. Zuppéouoeg evoeifelc ummootnpiouv 6tTL TN puéBodo
ava@opdq yla TNV armokAAUYn TG00 TwV BPOYXEKTACIWY OGO
Kat TNG SIAPEONG TIVEVUUOVIKAG VOOOU amoTeAei n agovikn
Topoypa®ia uPpnAng avaluong (high-resolution computed
tomography thorax, HRCT). & kdBe mepintwon, maviwg,
ouvIoTATal N KAtd To Suvatov TTo €yKalpn TTOPATIOUTTH
KAl EKTiPNON Twv acBevwv pe CVID amd mveupovoldyo
UE EUTEIPIO OTNV AVTIMETWTIION TNG VOOOUL. %2

O1 S1apodpwv 18wV BAAPBEG TOU TIEMTIKOU CUCTANATOG
(Aolpwbdelg, auTtoAvooeg, PAEYHOVWOELG 1] KAKONBELC), TTou
uropei va cuvodevouv tn CVID, ekdnAwvovTtal e tny idla
CuUITTWHATOAOY(a Kat gival apKeTd SUCKOAO va SlakplOouy,
av Kal amapaitnTo AOyw TNE avOEKTIKOTNTAG TTOL PAiVETAL VA
mapouaotdalouv otn Beparneia vmokatdotaonc. H Stapopikn
Siayvwon tng S1dppolag, Tou ArmoTEAEL KAl TO CUXVOTEPO
CUUNTTWHA, Eival TTPOBANUATIKY, TOCO AOYyw TwV SUCYXEPEIWV
aviyveuong Twv UTTELBUVWYV UIKPOOPYAVIOUWY, OCO Kal
emeIdn ol LoTOTTAOOAOYIKEG ANNOLWOELG TOU AETITOU EVTEPOU
HIHoUvVTaL TNV atpo@ia Twv ONAWvV Tou mapatneEital otnv
KOIALOKAKN.?>?* H Aeu@OKUTTAPIKN KOATIOA, N KOANAYOVIKN
EVTEPOKOAITION, N KOIAIOKAKN, N AEUPOKUTTAPIKN YOOTPITI-
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60, N KOKKIWHATWENG vOoog, n ofgia vOoOG LOOXEVATOG
€vavTl eVIoTN Kal N PAEYHOVWENE VOOOG TOU EVTEPOU gival
TA VOO ATA TOU TIEMTIKOU OUOTHUATOG, TNV EMPAVION TWV
oToiwv Umopei va pipnBouv ot ekdnAwoelg Tng CVID.*

MocooTt6 44% twv aoBevwv pe CVID gugpavifouv katd
TNV mopeia TG vooou evdeifelg Slatapaxng TNG NTTATIKAG
Aeltoupyiag, cuvnBéotepa aitia TG omoiag eival n NRH, n
evdonmatikry XoAOoTAOoN, N KOKKIWHATWONG VOOoO( Kal ol
Aep@oOKUTTAPIKEG SINBroelG. Ot cuxvoTePEG eKONAWOELG
NTTATIKAG CUMUETOXNG €ival N ouVHBOWE AVIKTEPLIKT XOAOOTA-
on (65%) kat n muAaia vnéptaon (50%), evw cuvnOéoTepo
gVpNUaA gival n av&non TG AAKAAIKAG @WOoEATACNG. >~/ 3TN
BiBAoypagpia, ev TouTolg, Sev unTdpxouV aKpIPEic TTAnpo-
(POPIEC Yl TO KATA TOCO AUTA UMOPE( VA armoTeEAOUV TNV
npwtn ekdriAwon tng CVID.

4.2.3. To mpoBAnua tns éykaipne Sidyvwong. Amo ola ta
mapandvw kabiotatal cagég ot n Sidyvwon, n Slagopikn
Stdyvwon, al\d kal n mapakoAouBnon 1éco tng CVID, 6co
Kal Twv AMwv PADs, 8ev pmopei va e§unnpetnOsi mapd
poévo oe e€eldikeupéva yia ta eV Adyw VOoorata KEVTPa.
MpoUmnoBeon, duwe, YU autd eival kat’ apyrnv n vmapén
TETOIWV KEVTPWY, OTIWG TTPOPBAETETAL ATTO TIG OXETIKEG OU-
0T1aoelG TNG Eupwmaikng Evwong,® aANd Kal n Tapamounn
TwV aoBevwyv pe vmoPia TNG vOoou amd TOUG LATPOUG TwV
Sla@OpwWV EIBIKOTATWY TTOU £€PXOVTAL OE TIPWTN EMTAPH UE TO
TMAO0G TWV PN EI8IKWV CUUNMTTWHATWY TTOL XapakTnpi{ouv
™ vooo (miv. 4).%7

H eupéwg Sladedopévn ald avakplPBri¢ avtiAnyn
o1L n CVID kau yevikotepa ot PIDs gival omdvia voorjpata
NG MASIKAG NAIKIAG €XEL CUVTEIVEL OTNV EANEIPN OXETIKNG
EVNUEPWONG KAl OTO XAUNAO BaBuo eypriyopong mou arnai-
Teital ylia tnv éykaipn Stdyvwaon, Pe armoTéAecpa o Babuog

Nivakag 4. Ta 6éka mpoeidomoinTika onpeia (warning signs) mou Oétouv
oofapd tnv umévola umokeipevng PID o€ evihikeg aoBeveic.*

>2 wtitdeg péoa o€ 1 xpdvo

>2 cofapég lypopitideg péoa oe 1 xpdvo amouaia alepyiag
>1 nvevpovia péoa o€ 1 xpovo

Xpoévia Sidppola pe anwAela Bapoug

YmotpomAouoeg LoYeVEIC NOIUWEELS (KPUOAOYN A, EPTINTAC, LUPHNKIES,
KovéuAwpata)

Avaykn evOoQAERLOG aywyn G yia QVTILETWTTION AOIUWEEWY
Yrnotpomdalovta anmooTipata SEPUATOC, MUWY, OTIAAYXVWV
Emnipoveg otopatitideg 1) SeppaTikéC AOIHWEELS

Noipwén amoé dtuma pukoBaktnpidia

Oikoyevelako 10Topiko PID

*©2009 Jeffrey Modell Foundation (www.info4pi.org)
PID: MpwtomaBrig avocoavendpkela



MPOTOMAGEIX ANTIZQOMATIKEXZ ANEMAPKEIEZ ENHAIKQN

vroSidyvwong tnG CVID va mapapével akopn apKetd
VYPNAOG Kal PEYANO TTOCOOTO aoBevwv va gpgavifovtal
Katd ™ Sidyvwon e MTOANEG amo TIG ETITTAOKEG €(Te TwV
vrnotpomalouowv Aolpwewy gite TNC idlag TNG vooou.s”

5. OEPAMEIA YNOKATAXTAZHZ

H &1d Biov Bepaneia umokatdotaong He evOOPAERLIa 1y
uodopLa XOPHYNOoN AVOCOCEAIPIVWV EXEL BEATILOEL Beapa-
TIKA TNV TTOPEia TWV AOIUWEEWYV Kal TNV TToloTNTA (WG TWV
aoBevwv pe CVID.# H ouvriBng Socoloyia givat 400-600 mg/
kg*/uriva xopnyouuevn og 2-8 §60¢lg unmodopiwg n o€ pia
&b6on avd 3-4 eBSouddeg evopAefiwg. O xpdvog nuioelag
CwnNg Twv eVOOPAERIWG XOPNYOULEVWY AVOCOCEMAIPIVWV
gival mepimou 30 nuépec.” MNa ampoodidoploToug AGyoug,
TTAVTWG, O XPOVOG auTodg @aivetal va Sla@épel ONUAVTIKA
ané acBevr) og aoOevrj, eV €ival ca@wg UIKPOTEPOG OE
aoBeveig pE XpOVIA TIVEUUOVIKH) VOGO 1| MPOoooAr} Tou
TIETITIKOU OUCTAMATOG.

H TipR-0t6)0¢ TNG oLYKEVTPWONG TNG IgG oToV 0PO TWV
aoBevwv, WoTe va emtevxOei N MPOANYN Twv AoluWEewy,
e€aptdrtal amd tnv mpv TNV évapén tng Beparmeiag Baocikn
OLYKévTpwon. TipR-o0téx06 ota 600 mg/dL mepimou gaivetat
Ot gival apkeTn yia aoBeveic pe Baotkn cuykévipwon <100
mg/dL. AvtiBeta, og aoBeveig pe Bactkn ouykévipwon 300
mg/dL, aA\d xwpig IKavoTNTA AVTICWHATIKAG ArrdvTnong, n
TIUA-0TOXOG, WOoTe va SlaB€touv Ta eNdyloTa amatrtovpeva
enimeda AEITOUPYIKNG avoooo@alpivng Umopei va sival
€wg kal 900 mg/dL. Katd touto, n amoTteAECHATIKOTNTA
NG Bepaneiag ummokataotaong e§aptdral, Kat' apxry, amnod
TNV aKPIPr} EKTiUNON TNG KATAoTAONG TOU aoBevoug Katd
TNV €UEAVION TNG VOoOoUL.? 3Tto MAQICIO AUTO EUTTITITOUV
Kal Ol TIEPIMTWOELS acBevwv TTou Aoyw umodidyvwong
| €0QAAUEVNG apXIKNG Sldyvwong €xouv AAPel, Katd Tn
oTiyun ™ Siayvwong tng CVID, KopTikoeldry yia Hakpd
xpovikd diaotripata. Ta xapnAd enineda IgG otov opo Twv
OUYKEKPIUEVWY aoBevv Sev avtamokpivovTtal oto Baduo
TNG QVTIOWHATIKNAG AVETTAPKELAG KAl N ArTAVTNOr TOUG 0TN
Bepareia umokataotaong Sev gival N AVOUEVOUEVN.

H tdon mou emKkpdtnog, MAVTWE, Ta TEAEUTAIA XPOvia
gival n mpooappoyr] TNG 860NG UTTOKATACTACNG, WOTE Va
EMTLUYXAVOVTAL CUYKEVTPWOELG IgG oTov 0pd Twv acBevwv
TIOU VA EUTTITITOVV EVTOC TWV QUCIOAOYIKWV opiwv (700-800
mg/dL). Auty n mpakTik €ival BéRaio otL éxel oxedov
e€apavioel ta emelocddla PakTnplalpiog Kal BakTnEIAaKAG
MNVIYYITISaG Kal €XEl TTEPIOPICEL ONUAVTIKA TN cuxvoTNTa
NG mveupoviac.””’ To TeheuTaio empBePalwveral kal amo Ta
anmoteAéopata TG mMPoo@aATng Peta-avaiuong twv Orange
et al,’”? amd tnv omoia TPOKUTTEL OTL N EMMTWON TNG
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TIVEUUOVIOG OTOUG AoBOEVEIG OTOUG OTTOIOUG EMITUYXAVETAL
ouykévipwon lgG 1.000 mg/dL eival umodskanidcia am’
0,TL o€ eKeivoug pe ouykévtpwon IgG 500 mg/dL. To katd
600, B€PRala, n cuvex{Opevn TAoN Ylia oAoéva UYNAOTEPEG
TIMEG-OTOXOUG TNG OUYKEVTPWONG TNG IgG pmopei va emitu-
XEL TTEPATEPW UEIWON TNG OUXVOTNTAG TWV AOIUWEEWY OE
aoBeveic pe CVID apgiofnteital, agov dev emaAnBevetal
amod TIC MEAETEC TTAPAKOAOVONONG TOL BEUATOC TTOU APOo-
pouv oTa teAeuTtaia 20 xpovia.’? To mbavotepo gival OtL
oplopévol amd Toug aoBeveic emw@eNOUVTAL TIPAYMATL ATTO
TIG LPNASTEPEG SOOEIG, AAMA AUTO PANOV Sev pmopei va
BewpnBei w¢ yevikdg BepameuTtikdg 0TOKOG. Y

MoV TeplocdTEPO, 01 YeViKoi BepareuTikoi oTdyo!L (e€a-
Avion cofapwv AoUWEEWVY, UEIWON XPOVOU VOCOKOUEIOKAG
voonAgiag, amoyng amd tnv £pyacia K.AT.), ToOug OToioug
KAAUTITOUV OAa Ta SlaTIOépEVA PAPUAKEVUTIKA TTpoIdvVTa
evSoAeRiwg kat uToSopPiwg XOPNYOUHEVWY AVOCOCHALPL-
VWV CUPQWVA LUE TA ATTOTEAECUATA TWV OXETIKWV KAIVIKWV
Sokipwy, Sgv mpémel va Snuioupyouv TV mpocodokia TG
Aueonc e€a@AvVIoNE TwWV AOIUWEEWV 1 KL TWV AANWVY CUTTTW-
HATWV TNG VOoOoU. MeVIKd, 600 TTEPICCOTEPEG KAl BAPUTEPES
gival ol emmA\okéG Twv AoPWwEewy (M.X. BPOYXEKTATIEC)
mou €xouv Non avantuxBei katd tn didyvwon tg voéoou,
TO00 MIKPOTEPN PaiveTal OTL €ival KAl N avtandokplon otn
BOepareia uToKATACTAONG. XTIG TIEPITTTWOELG, ETTIONG, OTIWG
n emigovn S1dppola, OTToU CUVUTIAPXEL ATTWAEID AVOCO-
O@AIPIVWV, N AVTATTIOKPION AVAQPOPIKA HE TIG AOIMWEELG TWV
TIAPAPPIVIWV KOATTWV KAl TOU pIVOPAPULYYA, KON KAl 0TNV
avénuévn docoloyia Tng Oeparmeiag ummokatdoTaong, ivat
neploplopévn. Eival oAl mBbavo o6tL n ocuvodog anwAela
IgA HEIWVEL OE AUTEG TIG TIEPITITWOELG, TNV TIPOOTACIA TWV
BAevvoyovwy évavtl Twv PIKpoopyaviopwy. lMNa tov idlo
evdexouévwg Adyo, n Stdppola Kat n AeyUovwdng véoog
TOU EVTEPOU gival Ao TIG AlYOTEPO AVTATIOKPIVOUEVEG OTN
Oeparneia umokataotaong ekONAWoel; NG CVID. Téhog, oTn
BiBAoypagia dev urtdpxouv éykupa dedouéva doov apopd
OTNV ATTOTEAECUATIKOTNTA TNG OgpaTTeiag UTOKATACTACNG
OXETIKA HE TIG @Aeypovwdelg ekdNAWOELG TNG vooou. Ot
péxpl Twpa evdeifelg, MAVTWG LTTOSEIKVUOUV OTL Ol KOK-
KIWHOTWOELG, Ol AEUPOUTTEPTIAAOTIKEG KAl Ol AUTOAVOOEG
ekONAWOELG ENAXIOTA avTaTToKpivovTal, aKOUN Kal étav ol
evSoPAERBLEC avoooo@alpiveG XopnyoUuVTaAl TIEPICTACIAKA
o€ TTOAU uPNASTEPEC amd eKeiveg TNG cuvTAPNONG SO0EIG
(T1.X. AUTOAVOOEC AIUATONOYIKEG EKONAWOELC).

ATo MAeUPAC aoPANELaG, N Bepameia VTTOKATAOTACNG
Sev mapouoctddel 1dlaitepa MPOBAAHATA, AV KAl OTIG XWPES
¢ Eupwmaikng Evwong cuviotdtal o €TACLOG EAEYXOC yia
nmatitida C.7% H ammoKAEIOTIKN XOPHyNoN @OPHOKEUTIKWV
TIPOIOVTWV avocoo@alplvwy Tou Sev Treptéxouv IgA, otoug
aoBeveic pe CVID kat slgA, yia Tnv amo@uyry Tou Kivéuvou
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AVAPUAOKTIKWV avTidpdcewy, gival umo culntnon.” Map
OAa autd, Bswpeital oKOMUN O €keivOug Toug aoBeveig
ToU SlamoTwuéva €xouv avTi-IgA avtiowpata. MNPakTikd,
TAVTWG, Ol TEPIMTWOELS aoBevwv pe CVID kat avti-lgA
avTiowpata gival Td6oo omavieg mou OV CUVICTATAL KAV
n avaditnon Touc.

H mapouacia Stapdpwv avTiIowUATWY O0TA QAPUAKEUTI-
KA TTPOIOVTA AvOoOO@ALPIVWYV TTOU XPNOIHOTToloUvTal Yia
Oepaneia umokatdoTaong prmopei va Swoel Peudw BeTIKA
ATMOTEAEOUATA O OPONOYIKEG SOKIPACIES, OTIWG AUTEG TNG
nratitidag B, Tou 100 Epstein-Barr, Tou KUTTApOUEYOAOTIOU, TwV
avTiBupeoeISIKWV avTiIowUATwy 1 otn dokipacia Coombs.'%
Av Kal autod €xel SlamoTtwOel pévo and peléteg o madid,
givat epovipo va Aapdavetal utt’ OPn 6Tav UTTAPXEL OXETIKO
Oépa Kal Katd TNV eKkTipnon evnAiKwv acOevwv.

M. ZMEAETAX kot A.E. TEPMENHZ

>toug aoBeveic pe slgA Sev TiBetal Bépa Beparmeiag
urtokatdotaong. Ot TEPIOCOTEPOL Ao €KEIVOUG TTOL TTa-
pouctdlouv umotpomalouoeg AOIUWEELG avTipeTwTTi(ovTal
ATTOTEAECHATIKA UE TN XPHION AVTIRIOTIKWV. 2TIG EEAIPETIKA
OTTAVIEG TIEPUTTWOELG OTTOU TA AVTIBLOTIKA ATTOTUYXAVOULV va
ETMITUXOLV TOV EAEYXO TWV AOIUWEEWY, UTTOPE( VA SOKIHACTEL
n evopAéRla xoprynon avocoo@aipiviv. Ot eKAEKTIKEG
QVETTAPKELEG TWV LTTOTASEWV TNG IgG, emiong, Sev amoteAoLv
évdelén Bepameiag umokataotaonc. MNeplotaciakn xopiyn-
on evOOPAERIWYV aVOCOO@AIPIVWV UTTOPEL VA EQAPUOOTEL
o€ ekeivoug ol ormoiol mapouoidlouv coBapéc AOIUWEELG
mou Sev eAéyxovtal pe Ta avtiBloTikd. To Béua Sev eival
SIEVKPIVIOUEVO GO0V aPOPA OTOUG EVAALIKEG aoBEeveiG Ye
SADNI. Zta maidid pe SADNI e€etdletal n CUCTNUATIKA
BOeparmeio unmokatdotaong, €@’ OOV ATTOTUXEL O ENEYXOG
TWV AOIUWEEWV PETA amtd XNUEIOTTPOPUAAEN 6 pNVWV.””
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Primary antibody deficiencies in adults: A contemporary clinical approach
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Primary antibody deficiencies (PADs) are no longer considered rare diseases. Given that about half of these disorders

are diagnosed in adult life with a 5-year delay, while at death the median age of patients is above the 50th year of

life, PADs represent a common and challenging problem for the adult medicine. The vast majority of patients requir-

ing medical care for PADs during adult life suffer from common variable immunodeficiency (CVID). This is a review of

adult-onset PADs focusing on their as yet unexplained inflammatory and lymphohyperplastic manifestations, which

dominate the clinical picture of CVID, especially after effective management of infections and their complications

by intravenous immunoglobulin treatment. The proposed classifications of CVID are presented which address both

the clinical and the pathogenetic aspects of the disease. These classifications and the surrogate immunophenotype

markers might be helpful for the early identification of patients with PADs, particularly those presenting with gran-

ulomatous disease and/or lymphadenopathy that are not easily detectable. The criteria for and specific differential

diagnostic aspects of CVID in adult patients are reviewed, and the effectiveness of immunoglobulin therapy as as-

sessed 30 years after its first introduction is evaluated.

Key words: Class switch recombination selective deficiencies, Common variable immunodeficiency, Primary antibody deficiencies, Selec-
tive IgA deficiency, Specific antibody deficiency with normal immunoglobulin levels
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