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NEPIAHWH

To aipopayokutTapikd oUvopopo (AL) opeileTal oe npwTonadn 1
deuTeponadn avooohoyikn diatapaxn, nou odnyel og evepyonoinon
TNG KUTTAPIKAG GUUVAG, TwV T-AEPPOKUTTAPWY KAl TWV HAKPOPAYWY,
kabw¢ kal oe aneAeubépwon PAeypovwdwy kuTokIvwy. Mnopel va
eival npwtonaBég, pe kakonOn oikoyevrl popen, 1 deuteponabég
Kupiwg and Aoipwén.

To deuteponaBég AX Adyw hofpwénc and evrepoid anoTeAel ondvia
ekdrhwon oTnv naidikn nAikia. ZTnv napoUdca PeAETN, kataypdpovTal
TPEIG NEPINTWOEIG aoBeviv Nou napouciacav OeuTeponabéc AL Adyw
Mofpwéng and evrepoié otn Movdda Aipatoloyiag-Oykohoyiag Tng A’
Madiatpikng KAivikrig Tou Maveniotnuiou ABnvay, katd Tnv nepiodo
6/2000-6/2006. Katd Tnv nepiodo autn, ouvolikd 56 aobeveic eixav
nioTonoinpévn Aofpwén and evrepoid.

H didyvwon Tou AZ, Kal OTIG TPEIG NEPINTWOEIG, TEONKE peTd and
Broyia pughol Twy 0oTWV Kal napakévinon. H avixveuon Tou eviepoiol
€yive pe Tn p€Bodo Reverse Transcriptase-Polymerase Chain Reaction
(RT-PCR) kal e avoooioToxnpEia, evw) TO OTEAEXOG TOU evTePOiOU
TunonoinOnke pe éupeco avoooPBopiopd. Katd Tnv apxiki ¢pdon
TnG véoou, ol aoBevei¢ napouciacav KUpIiwg xapunAd nupeTd pe na-
PATETAPEVN DIGPKEID, KABWG KAl NAVKUTTOPONEVIO. L€ JETAYEVEOTEPN
pdon TnG véoou, napouciacay UPnAS NupeTd, didppola pe anwAeia
Bdpoug, nnatoonAnvopeyahia kar nnaTikh avendpkeid. O aoBeveig
éhafav Bepaneia pe evdopAEBia y-opaipivn kal pleconaril, To onoio
éxel €101k avTiik dpdon. H ékBaon nrav Bavatn@dpog kal oTIg
TpeIg nepinTwoels. O1 dUo aobeveiq kaTéAn&av Adyw noAuopyaviknig
avendpkelag, evw o TPITOG aoBeviig Adyw KOINIAKAG JapHapuynic.

To AX npénel ndvrote va nepidapBdverar otn diagopikn didyvwon
NaPATETAPEVOU EUNUPETOU ayvWoToU aITiohoyiag i 1oyevoUs ouv-
dpdpoU. Zuvnbwg €xel KakN NPGYvwaon Kal dNUIoUPYEl ypryopad pn
AvVOOTPEPIMEG I0TIKEG EMMAOKEG. 1" auTd kal n éykaipn didyvwon,
KaBw¢ kar n dueon BepaneuTikA avTieETWNION eVOEXeTAl, va BeA-
TIwoouv Tnv ékBaon Twv aolevyv. (AeAr A’ Naidiatp Khiv Maven
Alnvav 2008, 55(4):364-371)
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AELEIC EUPETNPIAGHOU: QILIOYAYOKUTTAPIKG OUVOPO-
Ho, evTepoids, kakoriBsia naidikric nAikiag, Bepanela,
y-opaipivn.

EIZATQrH

To aipgo@ayokuTTapikd oUvdpouo (AY) anoTeAel
ondvia ekdnAwon otnv naidiki NAIkia kal cuviBwg
€xel kakn npdyvwon. Xapaktnpiderar and uynd nu-
PETO, NNATOONANVOUEYAAIQ, YeVIKEUPEVN Aepadevo-
nd0eia, unepTpiyAUKepIdaIia kal unoivwdoyovaipia'.
Ta kAIvikd kal epyaoTnpiakd euprhpaTa nou B€rouv
Tn dIdyvwon Tou AY avapEépovTal avaAuTIKOTEPA
oTov nivaka 1.

To AX opeiheTal oe avTidpaoTikA diaTapaxn Twv
MOVOKUTTEpwV-pakpopdywy. loToAoyikd xapakTn-
piCeTal and yevikeupévn kahonbn avénon Twv 10TIO-
KUTTAPwWY OTO NNAp, TOo OMArva, TO KEVTPIKO VEUPIKO
ouoTnpa, Tnv Kapdid Kal Toug AepPpadéveg, kabwg
kal ané onpavikol Badpoy algogayokuttdpwon .
H avayvwpion Twv avTiyévwy Twv epubpokuTTd-
pwV w¢ &Evo owpa anoTehel To onpeio évapéng
TNG 31adIKACIag TNG AIJOPAYOKUTTAPWONG. APXIKG,
TO £puBpokUTTaPO NPockoAdTal oTn pepBpAvn
TOU (pOYOKUTTAPOU. £TN OUVEXEIQ, TO pAyOKUTTAPO
dnuioupyel Peudonddia, e NOAUPEPIOUO TOU OU-
OTAMPATOG AKTIVNG-puoaoivng, Ta onofa nepiBdAouy
TO £pUBPOKUTTAPO KAl OXNPATICOUV €va paydowua
Mou To enePIExer’.

H avdntuén AX ouvdéetar mbavoTepa e avo-
ooMoyiknl dlatapaxn, npwTonadn i deuteponadn,
n onoia €xel wG anoTéAeopa TNV evepyonoinon Tng
KUTTAPIKAG GUUVAG TOU OpyavIopoU, TNV EVEPYOMNOI-
non Twv T-AEI@OKUTTAPWY KAl TWV PHAKPOPAYWV.
Enfong, napatnpeitar aneAeubépwon PpAeypovwdwy
KUTOKIVWV, ONWG IVTEPPEPOVNG-Y, NAPAYOVTA VE-
kpwongTou éykou (TNF), ivtepAeukivwv (IL-1, IL-2,
IL-6) ka1 napdyovra ad&nong Twv povondpnvwy
(GM-CSF)".

AlTia nou pnopouv va NPoKaAécouy OeUTEPONADEG
AX gival Kupiwg AoIPWEEIG 10YEVEIG, BAKTNPIBITKEC, HU-
KNTIAOIKEG, AolpwéeIc and pukoBakTnpidia, pIKETOIEG
kal NPWTEwa’™’. ZNavIHTEPA To AL GUOXETICETAI IE
veonAdopaTa (aIpaToAOYIKEG KOKONBEIES), KATAOTA-
O€IG avOOoOoavendpKelag kal autodvooa voonuara
(veavikn peupatoeldn apOpiTida, oucTNUATIKG EPU-
OnuaTOdn Alko, clvdpopo Sjdgren)’°.

Ané Toug 100G nou gpnAékovTal oTnv ekdriAwon
AX ouxvoTepol gival o 16¢ Epstein- Barr (EBV), o
KuTTapopeyaholdg (CMV), 0 16¢ TNG IAapdG kal 0 166
NG avepeuloyidc-épnnta {wotripa' "', To AX ané
eVTEPOIO anoTelel ondvia ovToTNTA OTOUG eVANKEG

MINAKAX 1.

KAINIKA KAI' EPTAXTHPIAKA EYPHMATA
AIMO®ATOKYTTAPIKOY XYNAPOMOY
YYM®ONA ME TA KPITHPIA HLH 1991

KAiviké gupripata

Mupetdg (>/ 38 00C, yia >7 NPEPEQ)
HnatoonAnvopeyaAia

Kuttaponevia

(> 2 KUTTOPIKEG OEIPEG OTO NEPIPEPIKS Aa)
‘IkTEPOG

Negppikni avendpkeia

EpyaoTtnpiakd eupripara

FahakTikn debdpoyovdon (LDH) >1.000 U/
®eppitivn >1.000 ng/ml
YneptpryAukepidiaipia > 2.0 mmol/I
Ynoivwdoyovaipia <1.5 g/l

lotonaBoloyikd kpitripia
AIHOPayOKUTTAPWON OTO HUEAS TwV 0CTWV
i 1o onAriva

1 TOuG AepPadEveG, xwpiG évOelgn kakonBeiag

ka1 aképn nio ondvia otnv naidiki nAikia, pe 101-
aitepa dpwe UPNAS NocooTd BvnTéTNTAC . AdyWw
anouoiag 19IKAG avTiikAg¢ aywyng, n BepaneuTiki
npoogyyion Tou AX e€akohouBei va npokaAef évrovo
npoPAnpaTiopd.

2kond¢ TG napouong JEAETNG eival N kaTaypapn
TnG enfnTwong Tou AX Adyw Aofpwéng and evrepoid
o€ nadid pe kakonbela, Ta onoia napakohoubou-
vTal oTn Movdda Alpatoloyiag-Oykoloyiag Tng A’
Maidiatpikiig KAivikig Tou MavenioTnuiou ABnvwv.
MapdAAnAa, napouoiddetar n kKAivikii npofoAr, n
BepaneuTiki npoogéyyion, n ékBaon Twv aobevwy,
kaBw¢ kar avaokénnon Tn¢ BiAioypagiac.

YAIKO KAI MEOOAOI

And 10 €10¢ 2000, og 6Aa Ta naidid pe kakorBeia nou
npooépxovral otn Movdda Aipatohoyiag Oykohoyiag
ME EIKOVA 10yEVOUC OUVOPOHOU N NUPETOU ayVWOTOU
aimiohoyiag, NnpaypaTonoleiTar 1I0AoyIKOG EAeyxoG e
TIGC ueBOdou¢ RT-PCR kar PCR. Katd 1o didoTnua
louviog 2000-loUviog 2006, 56 naidid napouciacav
TeKpNPIwpévn Aofuwén and evrepoid pe RT-PCR kal
peAeTiOnke n eninTwon deuteponabolg AL.

loAOYIKOG EAEYXOG yIa TNV AVIXVEUON TWY EVTEPOIWY
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MINAKAL 2.

KAINIKA KAI' EPTAXTHPIAKA EYPHMATA TON AYOENQON

Tn MepinTwon

Apxikn @don

XAPNAGG nupeTdG (3 7.6°C)

rinia npooBoAn

OV(J:)TEpOU avanveuoTikoU

2n NepinTwon
Apxikn @don
XAMNASG NUPETOG
(37.8°C)
didppola

3n MepinTwon
Apxikil edon
XAPNAGG NUPETOG
(37.7°C)
didppola
duogayia

MeTtayevéotepn ¢pdon
uPnAég nUpETéc(39°C)
dIdppola, EUETOI
KTEPOG, NnaTopeyaAia

Metayevéotepn ¢pdon
UPnNASG NUPETEG (39°C)
enfuovn didppola,
KolAiakd dAyog,
nnatoonAnvopeyahia,

nnatik duocheroupyia

Metayevéotepn ¢pdon
UPNASE NUPETSC (39.5°C)
enipovn didppoia, KolAlakd
dAyog, anwAeia Bdpoug,
e&dvOnpa (dkpa, Koppde)
TOVIKOKAWVIKOI onacpof,

appubpia, Bpadukapdia

Epyaotnpiakd eupriyara

Ht (%): 21, Hb (g/dL): 7.1

WBC (x103/uL): 2.47, PLT (x103/
pL): 30.0

LDH (1U/L): 1083

®epprrivn (mg/dL): 22500
TpryAukepidia (mg/dL): 411
Ivwdoydévo (mg/dL): 67

SGOT (1U/L): 115, SGPT (1U/L): 62
OAikn xohepuBpivn (mg/dL): 2.1,
dpeon (mg/dL): 0.9

CRP (mg/dL): 127

Epyaotnpiakd eupiipara

Ht (%): 20.3, Hb (g/dL): 7.4
WBC (x103/pL): 1.53, PLT (x103/
uL): 8.0

LDH (1U/L): 1810

®eppitivn (mg/dL): 540
TpryAukepidia (mg/dL): 505
Ivwdoydévo (mg/dL): 72

SGOT (1U/L): 192, SGPT(IU/L): 81
OAikn xohepuBpivn (mg/dL): 2.3,
dpeon (mg/dL): 0.6

CRP (mg/dL): 158

Epyaotnpiakd eupripara

Ht (%): 21.5, Hb (g/dL): 7.3
WBC (x103/uL): 0.3, PLT (x103/pL):
21.0

LDH (1U/L): 580

Peppitivn (mg/dL): 2365
Tpiyhukepidia (mg/dL): 280
Ivwdoyodvo (mg/dL): 110

SGOT (lU/L): 38, SGPT (1U/L): 12
OMikrl xohepuBpivn (mg/dL): 0.8,
dpeon (mg/dL): 0.3

CRP (mg/dL): 116

Ht: aipatokpitng, Hb: aipoogaipivn, WBC: Aeukokdtrapa, PLT: aiponerdhia,

LDH: yaAakTiki deldpoyovdon
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npaypatonoindnke og defypaTa aipaTtog, papuyyikol
enixpiopatog, eyke@alovwtiaiou uypou (ENY), pue-
Aou Twy ooTwy, Konpdvwy kal oUpwv. H avixveuon
TOU yeVeTIKOU UAIKOU Twv evTePOiwv €yive pe RT-PCR.
MapdMnAa npaypaTonoinBnke €Aeyxog yia anokAel-
oMo hofpwéng and adevoid, napfoid, 16 Tou anhod
¢pnnta (HSV), CMV, EBV kabw¢ kal epnntoiodc 6, 7,
8, e avadiitnon avTiowpdTwy i pe Tn péBodo PCR
o€ defypaTa afpatog i ENY. Enfong, pe Tov avdioyo
gpyaoTnpiakd éheyxo anokAeiobnkav BakTnpidIakES
Kal HUKNTIOIAKES AOIPWEEIG.

RT-PCR TIA ANIXNEYXH ENTEPOIOY

ExkxUAion oAikoU RNA and ta kAivikd deiypaTa gyive
pe To ovotnpa TOTALLY RNA (Ambion Inc, TX, USA).
H avixveuon Tou RNA Twv evrepoiwy €yIve e Tn ué-
8000 nested RT-PCR, n onoia noManAaciddlel Turipa
TNG ouvVTNPNPEVNG NePIOXG 5-UTR Tou yovIdIwpaTog
Twv evrepoiwyv'’. H npwtn gpdon Tng nested RT-PCR, n
onoia nepiAapPdvel TNy avdoTpopn PETAYPAPH Kal TOV
npwTo noAanhaciacpd, €yive pe To oloTnpa Reverse-
iT One-Step RT-PCR (Abgene, UK). H dedTepn ¢pdon
noAManAaoiaopou €yive dueoa og napayopevo cDNA
pe TN xprion TN Thermoprime Plus DNA noAupgpdong
kal Tou oupnAéypatog Twv dNTP (Abgene).

Katd Tn didpkeia Tou epyacTnplakoy eAéyxou eAn-
POnoav 6Ae¢ ol NPoPUAGEEIC yIa anopuyn enipdAuvong,
evi) napdAMnAa xpnolponoinbnkav yvwotd OeTikd
kar apvnTikd RNA deiypata. Ané kdbe deiypa €yive
€KXUNION TOU yeVETIKOU UNIKOU OUO (POPEC.

ANOXOILTOXHMEIA KAl EMMEXOX
ANOXO®OOPIZMOX (IFA)

Topég napagivng and tn Biogia evrépou kail ya-
oTpIKOU BAevvoydvou xpnolyonoinbnkav yia avi-
XVEUON avTIyOvou evrePOiwV. H avixveuon €yive pe
QvVOOoOIoTOXNUEID KAl XPNOIHONoMONkav HovokAwvIkG
avriowparta (Clone 5-D8/1, DAKO A/S, Denmark),
nou avixvedouv To avTiyévo Tng N-TEAIKAG NEPIOXAG
NG KaPI1dIkNG npwTeivng VP1, ouvtnpnpévng oto
YOVIOWHO TWY EVTEPOIWV.

TYNONOIHXH OPOTYNOY ME EMMEZO
ANOXO®OOPIZMO (IFA)

Mpokelpévou va yivel Tunonoinon Tou oTeEAEXOUG
Tou evTepOioU €yive €10IKNA avixveuon Tou avTyévou
TOU opdTUNOU Tou 10U coxsackie B3 pe Tn pébodo
€upeocou avooopBopiopol. Xpnoiponoirénkav eidi-
k& povokAwvikd avTiowpata MAB948 katd Tou 10U
coxsackie B3, oUppwva pe TIG 0dnyieg TOU KATOOKEU-
aotl (Chemicon International, Temecula, CA).

AMOTEAEZIMATA

Aipgogpayokuttapikd olvopouo Adyw Aoipwéng
and evrepoié napouciacav Tpia naidid Pe aipaTo-
Aoyikrl kakonrBeia (2 ayépia kar 1 kopiTor), nAikiag
11-18 xpovwyv (pM€on nAikia 14.3 €mn). H eninTwon
Tou AZ fiTav 5.3% Twv TEKUNPIWPEVWY AOIHWEEWY
ME EVTEPOIO.

1n OepinTwon: Ayépl, nAikiag 18 1wy, PE KOI-
vhA noikfAn avoocoavendpkela kal véoo Hodgkin
o€ Ugpeon. Tpia xpdvia perd Tnv oAokAripwon Tng
xnpeloBepaneiag, npoorABe oTo voookopeio pe
XAUNAS nupetd (37.8°C) and 10npépou kal rinia
NPOooPoAl TOU AVWTEPOU AvanveuoTIkoU OUOTA-
paTog, divovtag Tnv KAIVIKA €1KOva KOIVAG 1oyevoUg
Mofpwénc. X1 ouvéxeia napouciaoe UPNAS NUPETY,
npooBoAn Tou yaoTpevTepikoU (€ueTol, OIAPPOIES),
xohooTaTiké ikTepo Kal nnatopeyaAia. O kAIVIKO,
EPYAOTNPIOKOG KAl ANEIKOVIOTIKOG EAEYXOG ATAV
apvnTIKOG yia AEgpwpa.

Abyw TNG CUPPETOXNAG TOU YOOTPEVTEPIKOU OU-
OoTAPATOG NpaypaTonodnke yaoTpookénnon Kal
koAovookdédnnon. XTnv ooTeopUEAIKA Bloyia kal To
MUeAOypappa, napatneribnkav apketd Atuna Aep-
(POKUTTOPA KAl IOTIOKUTTAPA JE AIUOPAYOKUTTAPWON,
xwpic évdelén kakonBelag, oToixeio nou €0ece Tn
didyvwon AX. H kAiviknl elkéva Tou aoBevouq (kaTd
TNV APXIKA KAl TN JeTayevéoTePN pAoN TNG vOOOoU),
Kabwg kal Ta pyacTnplakd eupripata cuvoyiovral
oTov nivaka 2.

H Aofuwén and evrepoid TekpnpiwOnKe pe aveu-
PEON TOU YOVIDIWHUATOG Tou 10U pe RT-PCR o€ dely-
paTa afpgaTog, papuyyikol enixpiopatog, oupwyv
kal konpdvwy. H ooTteopuehikni Biogia ritav eniong
OeTIKA yIa evTEPOTS. £TO KUTTAPONAACHA TwV €NIBN-
NaKWV KUTTApwY Tou yaoTpikoU BAevvoydvou kal
TOU EVTEPOU aVIXVEUONKE avTIYOVO TOU EVTEPOIOU PE
avoooioToxnpeia, evw Tautonomonke o 10¢ coxsackie
B3 pe Tn pébBodo Tou €upeoou avooopBopiopol.

H Aofpwén Tou aoBevouq opelhdTav o€ evdool-
koyevelakn perddoon Tou eviepoiol. Mponyribnke
Aofpwén TnG yiayidc Tou, n onofa eixe TNV id1a KAI-
vIKA npofoAn pe Tov aoBevi. Tnv nepinTwon TG
yIayI4G avixvelOnke evrepoidg o€ Oelypa aipaTog Pe
RT-PCR. AkohoUBnoe voukAeoTidikri avdAuon n onoia
Tekpunpiwoe Tnv Unapén 10U coxsackie B3.

To AX e&ehixBnke oe noAuopyaviki avendpkeia
kar otov acBevii xopnyrnBnke Bepaneia pe xapnAn
d6on y-opaipivng evdoPpAeBing (400 mg/kg, ep’d-
na&). Eniong, xopnyrBnke €101k avTiikn Bepaneia
pe pleconaril (Viropharma, Inco, Exton, PA), ané
Tou otépaTtog, 5 mg/kg/d6on, 3 popéc/nuépa yia
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MINAKAZL 3.
MEPINTQZEIZ AZ AOTQ AOIMQ=HX ATO ENTEPOIO MNMOY ANA®EPONTAI XTHN AITAIKH BIBAIOTPADIA

BiBhioypagia/ a- HAikia otn d14- Ynokeipevn vé- Oepangia  ‘ExkBaon  Tewypaikni kata-
PIOu6¢ acBevv  yvwon/ dulo 00G vopn

1. Chen et al 1.4 émn/ © Kapia-uying IVIG, ZT, K Aofa
2004 6.4 étn/ © ET
2 aoBeveic

2. Heaton et al 12 étn/ © Neaviki Ko B Eupwnn
1985 apBpimda
1 aoBevric

3. Barre et al 3 NUEPEG Kapia-uying B Eupwnn
1998 Evrepoidg oe
1 aoBeviig VEOYVO

4. Letsas et al 17 €tn/A Kapfa-uyirig IVIG B Eupwnn
2006
1 aoBevriic

5. Imashuku et al <6 priveg Kapfa-uyirig IVIG, T B Acia
2005 Evrepoidg oe
4 aoleveig VEOYVO

O: Bnkea, A: dppey, K: kaTéAn&e; B: BeAtiwon, IVIG: evdopAéPia y-opaipivn;, ST: oTepoeidn, ET : etonocidn,

KO: kuttapotoéikn Bepaneia

10 npépec. O aoBevri¢ napouoiaoe apvntikr RT-PCR
Y10 eVTEPOIO 24 Wpes PETA To TENOG TNG Bepaneiag
pe pleconaril. Mapdha autd, katéAn&e Adyw TNG RN
EYKATEOTNPEVNG NOAUOPYAVIKAG AVENGPKEIAG, WG
anotéAeopa Tou AZ. H yiayid Tou aoBevoug kaTéAnée
enfong Adyw Tng Aoipwéng and Tov evrepoiod.

2n Nepintwon: Kopitol, nAikiag 11 1wy, Pe pn-
Hodgkin Mppwua oe Ugpeon. ‘E& pnveg petd Tnv
olokAnpwon Tng xnueloBepanegiag npoonABe oTo
VOOOKOMEIO PE XapNAS nupetd and 10npépou kal
d1dppola. LTn ouvEXela, Napouciaoce UPnAd NUPETS,
KolAlakd dAyog, eniTaon Twy dIAPPOTKWY KEVWOEWY,
nnatoonAnvopeyahia kal NPOOdEUTIKA NNATIKA a-
vendpkela. O KAIVIKOEPYaoTNPIaKkOG EAeyX0G TNG
ao0evou¢ ouvoyideTal oTov nivaka 2.

H miotonoinon Tn¢ Aoipwéng and evrepoid €yive
pe RT-PCR o€ delypaTa aipaTog, gapuyyikou enixpi-
opaToG, oUpwY, KONPA&vwY Kal JUEAOU TWV 00TWY TNG
a00evoUq. OeTIKEG yIa evTePOI® NTAV Kal oI BloYieg
nuAwpikoU dvtpou kal eviépou. 16¢ coxsackie B3 avi-
xvelBnke pe TN p€Bodo Eupeocou avooopBopiopou.

Ye Tpia péEAN TG oikoyévelag nponynBnke NUPETOG
kal rinia NpooBoAn Tou yaoTpevTePIKOU CUCTAPATOG,
aMd apvriBnkav va unoAnBoulv oe €Aeyxo, yI “auTod
Oev ATAV EPIKTA N TEKUNPIWON EVOOOIKOYEVEIAKAG
peTddoonc.

H BepaneuTiki avTipeTwnion Tng aoBevoug nepl-
eAdpBave xapnAn déon y-opaipivng evOoPAeRiwg
(400 mg/kg, ep’dnag) kai pleconaril, 6nw¢ oTnv
nepintwon 1. H aoBevii¢ napouciaoe peiwon Tou
likoU qopTtiou kar aoBevwg OeTikii RT-PCR yia evre-
pOI6 Tnv TPITn Npépa Tng Bepaneiag pe pleconaril,
kaTéAn&e Spwe npiv odokAnpwoel Tn Bepaneia, Adyw
NoAUOPYAVIKAG aveENAPKEIAG.

Mpénel va onpeiwBei 611 n xopriynon Tou pleconaril,
OTIG NEPINTWOEIG T Kal 2, €yIve KATOMIV ypaNTi¢ ou-
yKatdBeong Twv yovéwv Twv aoBevwyv kar KaTénv
gykpiong and tnv Eniotnpovikni Enirponn kar tnv
Enirponn HBIKAG kal AeovToloyiag Tou Noookopei-
OuU ag.

Oepintwon 3n: Aydpl, nAikiag 14 1wy, Pe ofgia
AepoPAaoTiki Aeuxaipia (OAA), 3 priveg puetd To Té-
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Ao¢ TnG xnueloBepaneiag avagépeTal 6T napouciaoce
XaPNAS NUPETO yia 10 NPEPEG KAl NAVKUTTAPOMEVIQ,
w¢ e€wvoookopelakdg aoBevrig. ‘OTav npoorABe oTo
VOOOKOEIO dlgpeuvriOnke dpeoa n mBavéTnTa AZ, eAn-
¢ON 0 avdoyog epyacTnpiakds EAeyxog kal 0 aoBevig
€hafe apéows uPnAn ddon y-opaipiving evOopAeRiwg
(400 mg/kg/npépa, yia 5 nuépeg, ouvohikd 2 gr/kg),
npiv TNV epyaotnpiakn eniBefaiwon TngAoipwéng and
evrepoid pe RT-PCR. Aev napatnpriBnke emodeivwon
TNG KAIVIKAG TOU €1KévVaG, OUTE TwY £PYAOTNPIAKWV
eupnudtwy. Ta kKAIVIKG kal epyaoTnplakd euprpaTta
Tou aoBevoug ouvoyidovTal oTov nivaka 2.

2Tn ouvéxela, o aoBevii¢ napouciace eneicédio
TOVIKOKAWVIKWY ONaopwy, ev) n a&ovikr Topoypagia
gykepdiou dev avédelEe naboroyikd eupripata. O aoBe-
V¢ Napouoiace apydTePa d1IATaPAaxEG TOU Kapdlakou
pubpou (appubuia, Bpadukapdia) kar voonhedBnke
otn Movdda Evratiki¢ Oepaneiag (MEO). Katd tn
voonAegia Tou oTn MEO ep@dvioe KOINIAKEG EKTAKTEG
OUGTOAEG Kal kaTéANEe Adyw KOINOKAG JOPUOPUYAG.

H Aofuwén and evrepoid nmiotonoiriOnke pe RT-PCR
o€ delypa afpaTtog, vy To ENY ritav apvntikd yia evre-
p0i6. H voukAeoTIdIKA avdAuon Tou yeveTikoU UAIkoU
TWV EVTEPOIWV TEKPUNPIWOE TO OTEAEXOG TOU EVTEPOIOU,
1O onofo ftav coxsackie B3.

LYZHTHIH

O1 npwTes nepypagéc Tou AL gyivav 1o 1979 kai
apopoUoay avoooKATAOTAAUEVOUG AOBEVEIG NoU eixav
unoBANBel o peTapdoxeuon veppou . H e&€NEN TnE
vooou gival cuviBwg kepauvoBdrog. To nocooTo Bvn-
TOTNTAG Eivar 40%, evw) OE YN OVOOOKATAOTAANEVOUG
aoBeveic nepinou 20%" .

Ztn peAétn pag xpnoiponoinBnkav Ta kprrripia HLH
1991 yia Tn didyvwaon Tou A%, Ta onofa avagépovTal
otov nivaka 1. Zdppuwva Pe TIG 0dnyieg TG Histiocyte
Society undpxer kar avaBewpnuévn €kdoon Twv KpI-
Tnpiwy didyvwong Tou AL, HLH 2004. X1a kprmipia
HLH 2004, npootiBetal 1) n anoucia i xapnAn dpa-
oTnpIdTnTa Twv KUTTdPwY NK kal 2) Ta uynAd enineda
sIL-2r17.

To AL ondvia ogeileTal og Aofpwén and evrepo-
i6. Xtnv ayyAikii BiBAioypagia avagépovrar pévo 9
nepINTWoelG deuTeponabous AX Adyw Aofpwéng and
eviePOIé o€ NaIdIaTPIKG NANBuopd, névre and TIG o-
nofec oe veoyvd Kkal 4 og naidid peyaAitepng nAikiag
(nivakag 3)™'*"*?! NepinTwoeig Seuteponadouc AL ue
unokefpevn kakoriBeia dev avagépovTal oTnv ayyAikn
BiBAoypapia, exTéG and TIG 3 AUTEG NEPINTWOEIG TWV
a0Bevwyv pag, nou dnpooieddnkav og OUO Nponyou-
MEVEG PEAETEG poqm’zz. O1 Tpeic aoBeveic eixav Bavo-

TNPSpo €kPaon’.

211G €MNAOKEG TOU AX oupnepiAapBdvovTtal n nnaTikr
Kal N VEPPIKN aVENAPKEIQ, OIATAPAXEG TNG NMNKTIKOTNTAG
TOU QfYaToG, VW) ouxvd avagEéperal 11 To AX pnopel
va JETanécel o noAuopyaviki avendpkeia®?,

H aimohoyikn oxéon peTa&l AX kal NOAUOPYAVIKAG
avendpkelag dev éxel OIEUKPIVIOOEl MARpwG, paiveral
OMWC OTI UNAPXOUV APKETA KOIVG OTOIXEIQ NMOU OUv-
O€ouv TIG OU0 KATaOTAOEIC. To AY kAl N noAuopyavikn
avendpkeia npokahouvral and 1o 010 ekAUTIKS aiTio,
SnAadn kdnola Aofuwén and Baktnpidio ri 167 H
MEAETN TG naBoguaioloyiag Twy dUo KATAOTACEWY
anodelkvUEl OTI OI [DIEG KUTOKIVEG OUMUETEXOUY KAl OTIG
ouo n£p|an)oslq25. TéAog, dnw¢ paiverar Kupiws oTa
naidid, To AL eppavideral kar unoxwpel TauTéxpova
pEe TNV noAuopyavikri avendpkeia®. Ta emdnpioloyIkd
oToixefa aAAd kar o1 opo1dTNTEG oTOV NABOYEVETIKG
pnxaviopd unodnAwvouv 611 niBavéTata To AX kal n
nohuopyavikn avendpkeia anoteholv 0Uo dIaPopPETIKA
npdéowna Tng Id1ag ovréTNTaG.

AGyw TG 0oBaPETNTAG TNG KAIVIKAG EIKOVAG MG Kal
NG KaKAG €kBaong Tou AZ U0 onPavTIKA EpWTNUATIKG
NPEOKUNTOUY, WG MNPOG TNV AVTIMETWNION TOu: ) noia
npénel va eival N BepaneuTikh NPoogyyion Tou AL Kal
B) ndte npénel va apxiCel n xopriynon BepaneuTikig
aywyne.

AnoTeheopaTIKGTEPN PaiveTal va eival n xopriynon y-
opaipivng o naidid pe AZ*. O pnxaviopég Spdonc Tng
y-0paIpivnG €yKeITal oTov anokAelopd Twv Fc unodoxéwv
TOU PHOVOKUTTAPIKOU CUOTANATOG, TNV eE0UdETEPWON
TWV QUTOAVTIOWHATWY and avTiidIoTUMNIKG AVTIOWUATA,
oTn peiwon Tou apiBPoU aAd kal TNG dPAOTIKATNTAG
TWV UNONANBUOPWY TwV T-AeUPOKUTTAPWY, KABWGE KAl
OTN PEIWON TWY PAEYHOVWBWY KUTOKIVGOV™ . daiveTal
dnAadn 6T n xopriynon NG y-ogaipivng pnopel va
BeATihoel Ty KUTTAPIKA avooia kal TEANIKA va avaoTeiAel
TV 10TIKA BAGRN nou npokaAefral and Tov 167,

Xe nepintwoelg AL Ayw Aofpwéng and evrepoid,
pnopel enfong va xopnynBei To pleconaril, éva oxeTikd
véo avTiikd pdppako. To pleconaril evowpaTtwveral oto
kayidio Tou nikopvaiou kar eunodiler Tov noAania-
olaopd Tou avaoTéAovtag Tn dladikacia eEdnihwong
Kal Tnv NpookdANon Tou 100 0TOUG UNOJOXEIG TOU
KUTTGPOU EevioTR*®?. Agv avagépovial onUAvTIKEG
NAPEVEPYEIEG TOU pappdkou. Eival anoteAeopatikd
o€ 0oPBapPEC AOINWEEIG and evTePOId, o€ veoyvd, o€
naidid pe xpovia PnviyyoeykePaAimida, kKabwge kal og
avoookataoTahuévouc aoBeveic. ‘Opwg dev pnopei va
avaoTEEWPel TNV NdN eyKATEOTNEVN IOTIKA KATAOTPOPN,
yI" auté Bewpeitar 6TI €xel ANIA ANOTEAEOUATIKOTNTA
o€ aoBeveig nou Bpiokovral og 0TAdI0 MOAUOPYAVIKNAG
avendipkeiac™™.
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"Evrovog npoAnpaTIiopds undpxel Kal wg NPog To
xpdvo évapéng Tng Bepaneiag, 16T ouvriBwg Tav TeOET
n didyvwon 1 &exiviioel N BepaneuTikr aywyn, nIoTIKA
kaTaoTpoPn éxel dn apxioel. Exppdderar n dnoyn &
€dv n OepaneuTikni aywyn apxiogl and Tn oTiydA nou
undpé&er unévola AL, dnAadn npiv TNy ekdridwon pn
avaoTPEYIPWY I0TIKWV BAaBWv, TéTe fowg va BeATiwOel
onpavtikd n ékBaon Twv aoBevwyv pe AX.

Ztnv napouoa PEAETN, o1 dUO NpwTol aoBeveic na-
pouciaocav apxikd PN I0IKEG KAIVIKEG EKONAWOEIG Kall
avTipyeTwniodnkayv, agou Tébnke n didyvwon Tou AL
kal niotonoinOnke n Aofpwén and evrepoid. Kar oTig
dUo nepINTWOEIG, To AL eEeAiXONKe o noAuopyavikn
avendpkela kal ol aoBeveic katéAn&av napd Tn Bepa-
neutikn napéuBaon. O TpiTog acBevig avripeTwniodnke
dueoa, pe TNV 0000 TOU OTO VOOOKOWEID, apoU TEONKE
nio ypriyopa n unévoia AL, AOyw TN NavKUTTAPOME-
viag nou napouoiale we eEwvOOOKOPEIOKOG ACOEVAG.
H kAivikogpyaoTnpiakn Tou eikéva dev napouciaoe
emodeivwon. Mapdia auTtd, o acBevrig kaTéAn&e Adyw
kolhNlakri¢ papyapuyrig, ekdriAwong nou ogeiAdTav
dpeoa otov 16 coxsackie B3.

H pn emodeivwon Tou AX oTov TpiTo aoBevil kai n
anopuyn petdfaong og noAuopyaviki avendpkeia
EVOEXOPEVWG VO OPEiAeETaI OTNV €ykalpn xoprynon
udnAi¢ déong y-opaipivng. Av kal dev pnopouv va
e€axBouv oupnepdopata and Tn pn emdeivwon evog
aoBevoug, evrouTolq a&iel va enionuavBei kar va
xpnoiponoinBel eupuTtepa n xoprynon uPning ddéong
y-0paIpivng, wg BEPANEUTIKA AVTIUETWNION TOU OEUTE-
ponaBoulg AL. AnairolUvtal NEPICCOTEPEG PEAETEG Kall
o€ peyaldTtepo apiBuéd acbevwyv yia Tn digpedvnon
TNG ANOTEAEOUATIKOTEPNG BEPANEUTIKAG NApPEPBAONG
kai Tn diefaywyn aoparéoTepwy oupnepaopdTwy. H
anNOTEAEOPATIKGTNTA TNG XOPHYNONG OTEPOEIdWY Eival
und oudiTnon.

YupnepaopaTikd, oe aoBevelc Pe KAIVIKA €IkOva
loyevoug ouvdpduoU, PE EMNUPETO AYVWOTOU AITIO-
Aoyiag i pe averiyntn navkutraponevia, npénel va
dlepeuvdTal n Unapén AL. AkGun enf unévolag deuTe-
ponaboulg A Adyw UNoKelpeEVNG VOOOU, EVOEXOUEVWE
va gival anoteAeopaTikiA N dueon évapén Bepaneiag
Me ubnAi ddon y-opaipivng. H éykaipn BepaneuTiki
npoogyyion Tou AL miBavov va anoTpEéel o€ onNPavTikd
BaBuo6 Tnv ekdriAwon NoAUOPYAVIKAG AVENAPKEIAG KAl
va ouvTeAéoel onpavTikd oTn BeATiwon Tng €kBaong
NG vooou.

Hemophagocytic syndrome due to entero-
virus in children with malignancy and
literature review

Katsibardi K, Moschovi MA, Theodoridou
M, Spanakis N, Kalabalikis P, Tsakris A,
Tzortzatou-Stathopoulou F

(Ann Clin Paediatr 2008, 55(4):364-371)

Hemophagocytic syndrome (HS) is a primary or
secondary immune disorder, leading to activation
of the cellular immune response, activation of T-lym-
phocytes and macrophages, as well as, production
of inflammatory cytokines. HS may be primary, as in
the malignant familial form, or secondary to an insult
such as an infectious process.

Secondary HS due to enterovirus is a rare entity in
childhood. In the present study, three cases of secondary
HS due to enterovirus are documented in University
Hematology-Oncology Pediatric unit, within the period
6/2000-6/2006. During this period, 56 patients had
documented enteroviral infection.

Diagnosis of HS was confirmed by bone marrow
aspiration and biopsy. Reverse Transcriptase-Polymerase
Chain Reaction (RT-PCR) and immunohistochemistry
were performed in order to detect the enterovirus,
while the type of enterovirus was specified by indirect
immunofluorescence assay. At the early phase of the
disease, patients mainly presented persistent unex-
plained fever of low grade and pancytopenia. At the
late phase, patients had high fever, diarrhea weight
loss, hepatosplenomegaly and hepatic dysfunction.
Patients were treated with intravenous immunoglobulin
and pleconaril, a specific antiviral agent. The outcome
was fatal in all three cases. Two patients succumbed
to multiorgan failure, while one patient succumbed
to ventricular fibrillation.

HS should always be included in the differential
diagnosis of persistent fever of unknown origin or a
viral syndrome. HS usually has poor prognosis and
leads to irreversible tissue complications. Thus, early
diagnosis and prompt therapeutic intervention may
improve patients’ outcome.

Keywords: hemophagocytic syndrome, enterovirus,
childhood malignancy, treatment, immunoglobulin.
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