[MAPOY2IAZH MEPIZTATIKOY

OQTEINH AAAA
PEYMATOAOIOX

EMNIZTHMONIKH ZYNEPIATHZ A..O.

A’ TAGOAOTI'IKH KAINIKH
INMOKPATEIO I'.N.O.



AcBevinc appev 13 eTwv voonAeuTal AOyw KaTaBoAng, EUKoOANG KONwong ,
AB kai puaAyiov and 10nuEpou

« K/E: © = 36°C, o@UE&ic = 90/min, avanvoéc = 20/min, AW = k¢, S1-
S2 = k@, Quonuarta = (-), kol\id = paAakn, nnap, oninvag =
agnAapnta, N/E = k@

- E/E: WBC = 14.000 (M = 41,5, A = 18,5, M = 39,7, w0 = 1% )
« HCT=41,5 Hb =12,9 PLT=380.000

. TKE=150 CRP=12,6 (<3)

- Oupia=32 cr =0,82 LFTs= k@ LDH=332 CPK=155

« [O: 'Ixvn Aeukwpatoc, ep=12-14, n=4-6

«  AeUKwHa oupwv 24h=370 mg



« 2" pygpa voonAgiac= knAIGoBAATIOWIEC aigoppayiko eEavonua
nNpocBesIac eNPpAveIac KVvnNUwV ,0idnua opupwv Kal NUPETIKO
KUMa €wc 38°C.

« Biowia deppaTiknG BAGBNC= nwaoIvoPIAIKN unodepuaTiTida
« U/S kapdiac= nepikapdiakn auAloyn

= Avoooloyikoc eheyxoc= ANA (-), ASMA (-),DNA (-)

- ANCA (-), RF=68, C3/C4=k, IgE=851

= AOINEC AVOOOOPAIPIVEC= KP



AVTLUETWTILON

« Rheumacid tb 25mg
= Prezolon 60mg
« Klaricid tb 500mg

>Tadlakn BeATiwan KAIVIKNG €IKOVAC
(upeon nepikapdiTidac, e€apavion eEavonuaToc)



Aiyouc unvec apyoTtepa o acBevng napouaoialel duonvola, EVTovo
napaywyiko Bnxa (cupntwuatoAoyia wheezing)

« K/E: diaonaptol TpilovTeC pOyXOl, NapaTacr EKNVOnC,
S02=89%, S1-S2= @uonua uITpocidouc BaABidac

- E/E: Hct =49.6, Hb =13.6, WBC=21,000(n=51.4, A=6.3,
u=3.7 ewc=37.9), PLT=336,000 TKE=51, LDH=444, CPK=76,
LFTs=K

« Ro Owpakoc: nponeteia ap. NUIdIAPPAYHUATOC, dIACNAPTEG
Bpoyxonveupovikee dindnaoeic, apBAuvaon MNAT (ap.)



« U/S kapdiac: Avenapkeia HITPoeidouc, (PUCIOAOYIKO
LEYEDOC kKapdlakwVv KOIAOTATWY, HIKPN NEPIKapOIaKN
ouAoyn, EF=59%

» PFTs: FVC=55%, FEV1=56%
« AvoooAoyikOC EAgyxoc: cANCA (+)

AIACNQ2 H

AyyeliTida Churg Strauss

©EPATIEIA

iv ueBuAnpedviCoAovn
iV KUKAOpWOPAIoN




Tnv nepiodo 2004-2011 o acBevnc napouaialel aAePYIK

pIviTIda kal emdeivwaon TnG kapdiaknc Asiroupyiac (avenapkeia
LITPOEIOOUC 2+/4+) Kal TIBETAI O PAPPAKEUTIKN aywyn yia
kapdlakn avenapkeia.

» Celcept 500mg 1x2

» Prezolon 5mg 2x1

» Carvepen 6.25mqg 1/2x3
» Lasix 40mg 1/2x1

> Seretide Diskus 1x2



= AUyouoToc 2011:

« O aoBevic napouoialeral PNUPETOC £wC 38°C pe ouvodo
duonvola Kal napaywyiko Brixa ano Tpinuepou. Eniong epgpavidel
PUOANIdOWOEC EEQVONUA AKPWV XEIPWV.

= K/E:

> ElonveuoTikoi Tpi(ovTeC poyXol aupw
> All: 110/70 mmHg

> 2pUEeIc: 89/min

> HKI: ®AeBokopBikn Taxukapdia
»S02: 82%



= E/E:

>WBC: 27.650 (n=45.4, A=8.5, u=>5.1, £0¢=40.8)
> Hct=46.8, Hb=15.3, PLT=207.000

»O0up=35, cr=1.35 (<1.25)

» CRP=153 (<5), LFTs= k@, TP=6 (alb=3.2)

> LDH=528, CPK=228

> Ro/CT Gwpakoc: MoAAanAec diacnapTe dINONOEIC UE acadn
Opla KUpIwC JE NEPIPEPIKN EVTONION 0TOUC avw AoBouc.
MoAAanAec auppeouaec olwodeIc OINBNOEIC OTOUC KATW AOBOUC.
Mayuvon pecoloBiwv diagpayudTtwy. Anouacia nepikapdIakng
N uNe(WKOTIKNC OCUANOYNG .

> N/\: ExTETAPEVN Bapeiag popPpnc eukalpiakn Aoipwén
(aonepyiN\won n kavTiTiaon).









AVTLUETWTILON

> AvTIBloTikn aywyn (Bactrimel, Levolacin, Tazocin, Fungostatin)

> Bpoyxod1aoToAR Kal napoyr o&uyovou HE HIKPH BEATIWON TNG
IVIKNG €IKOvVAC and To avanveuaoTIKO.

Tnv TpIiTN NUEPA voonAeiac napouaialel aipwdiec de€lou avw Kai
KATw AaKpou.

N/E

> Barre avw kal KaTtw akpou Oe&a.
> Ynaiobnaoia de&ia

» AuEnon avTavakAaoTIKWV KUPiwG 0Ta KATw AKpa Kai oTo
apIoTEPO AVW AKPO

> MNeAyaTa = KapnTiKa
> Eykepalikec ouluyiec = KO



« MRI eyke@alou:

> MNapoucia noAanAwv diapopwv peyedouc BAaBwy,
auénuevou MR onuaToc o€ Katavoun TNG AEUKNC Kai ¢paidag
oucoiac oTa Ouo eykePaAIka NUICPAipia ka oTiC OOUEC TOU
onioBiou kpaviakoU BOBpovu.

> MIKpoaIJOpPpAYIKEC EOTIEC OTNV KUPTOTATA TOU BOAOU TOU
EYKEPAAOU.

Ta supriuata ouvnyopoUv unep TnG ouppeToxne Tou K.N.Z. otn
YVWOTN ayyelTidq, Ye 1oxaihikou TUNou aA\oIWOEIC napd Os aTtunn

(PAEYHOV).






AVTLUETWTILON

« iv HeBUANPedVICOAOVN: 1g X 3 NUEPEC
« iv KuKAopwao@apidn: 1g pnviaing (0,6g/m?2)

[MapouciaoTnke aueon BeATiwon KAIVIKNG Kal EpyacTnpIakng
£lKOVac Tou acBevouc.



Table 1 Clinical Characteristics of Childhood CSS

Number
Age Eo of ACR
Patient (y) Sex Eoful (%) IgE ANCA A S L PNSHCGIT K Skn Ms Other Criterla
1 7 F 19,600 NR NR NR + + + - 4+ + + + - lymphadenopathy 5
2 9 M 23400 NR NR NR + + + 4+ + + 4+ 4+ - Lymphadenopathy 6
3 12 M 2700 45 NR NR +NR+ - + - - + - - 3
4 16 M 12330 45 NR NR +NR+ 4+ - - NR + M - 4
5 13 F 18585 59 2130 NR +NR + + + + + 4+ M - 5
6 5 M 4000 NR NR NR +NR+ 4+ + + — NR NR - 4
7 14 M 4131 24 1650 NR + + 4+ - + - - - M - 5
8 13 F 7500 32 <100 Negatve + + - - - - - 4+ - - 4
9 4 F NR 10 679 pANCA + NR + NR - - - - NR - 3
10 14 M 13566 58 NR NR S T T S S + M Testicle pain 6
1T 14 M NR NR NR NR - — 4+ - — — = 4+ = Thymic mass 3
12 17 M 13734 63 895 Negathve + + - + - - - - MAr - 4
13 18 F 10,300 65 NR NR + 4+ + - = = = =M - 5
14 14 F 1296 16 NR NR + 4 + - + - - —= = Hepatomegaly 5
15 14 F 7668 36 3477 Negatve + + + NR + - - ~—  — Hepatomegaly, 4
oral ulceration
16 15 F 4749 32 1701 Negathve + + + - - + - + - Oral ulceration, 5
orbital
pseudotumor
17 13 F 2600 26 1254 NR -+ + 4+ - - - + A& DVWT 5
18 11 M 11,700 30 NR NR + - = = — — = = —  lLymph node 3
19 12 M 4203 21 1822 pANCA + + + + + + - 4+ - 6
20 10 F NR 35 NR Negative + - + - + + - + A - 4
21 15 F 7774 29 3228 Negatve + NR + + + + - + — Raynaud 5
22 15 M NR 30 568 NR +NR+ + + - - + N - 4
23 9 F 18096 29 4700 NR - - 4+ - - - - + - Saary gland 3
24 16 M 15458 59 NR NR + -+ + + 4+ - + - - 6
25 B F 3367 37 NR NR + + - 4+ - + - - - 4
26 7 F 2337 19 NR Negatve + + + - - - - — - - 5
27 16 F 1095 15 93 AANCA + + + - - - - + N - 5
28 6 F 3130 28 NR Negathve + + + - - - - - - - 5
29 8 F 19028 71 1250 NR ++ + - = = - + - - 4
30 13 F NR 20 NR NR + + 4+ - + - - 4+ - Mammary gland 5
31 12 F NR 45 Hevated NR + + + - + - - - - 5
32 13 M 5700 NR NR NR + -+ - + - - + - - 4
33 2 M 1800 12 1640 Negative + + + - - - — 4+ M, Ar Oral uiceration 5

Eo, ecsmophils; A, asthma; §, sinusitis; L, lung; PNS, mononeurits multiplex; GIT, gastrointestinal tract; K, ladney; H, heart; Ms, musculo-
skeletal systern; M, myalgia; Ar, arthnlgia; ACR, American College of Rheumatology dassification critesia for €SS (6 criteria, 4 of 6 neaded
for chssfication as CSS); NR, not reported.




KAwika yapoaktnplotiko CSS o matdid

= 2uxvoTnTa gugavionc: 0,24/100.000

« Agiypa: 33 nePINTWOEIC

« Appev / ©nAu: 0,74

« AcbBpua: 91%

« AVWTEPO avanveuoTiko: 77%

« KatwTtepo avanveuaTiko : 85% (nveupovikeg dINBNOEIC)
« Agpua: 66%

= [IN2: 39%

= [E2: 40%

« Kapdia: 42% (puokapdionabeia, coBapou Babuou
= AVENAPKEIQ JITPOEIOOUC)

« Negpoi: <20%

= M2K: <20%



Epyaotnplaka yopaktnpiotikd CSS og madia

« HwoivopiAia: 33 + 19%
« IgE: 1804 + 1308
= ANCA: 25%

lotoAoyikd yapaktnplotikd CSS og madLa

« AyyelTida: pun vekpwTikn 83%, vekpwTiKn 58%
« E&wayyeiakn nwaoivogiAia: 80%
» KokkiopaTa: 45%

O©vnowotnta CSS o€ matdia

« Kapdiakn avenapkeia
« AIGTpNON EVTEPOU
« AvanveuoTIKN avENApPKEId
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