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AIATATIKH O2TEOTENEZH-MEGOAOZ ILIZAROV: TO AlIAPAITHTO EPIAANEIO 2TO XEPI KAOE OPOOIIAIAIKOY

Xar{nnavaywwrov lewpytog, lNanalwtog NikoAaog, Xpiotakakng letpog-Xptotogopog, [Nanadakns Xpnotrog-Zwtnptog, Tlovpunakns Matvaiog

OPOOIlEAIKH KAINIKH TNA EYATTEAIZMO2

EIZATQIH

H texvikn tng dtatatikng ooteoyeveonc (ilizarov) exel avénoesl Spopatika TNV Epappoyn Twv apxwy
TNC £EWTEPLKNC 00TEOOUVOEONC otn OLOXELPLON TIEPLOTATIKWY ME OOTIKO EAAEippOTO, PAEYUOVEC,
aTeEAOUC KOL KN TTWPWONE TWV Kataypatwy. H texvikn mpoodepel TOAAQ TTAEOVEKTNHATO HE KUPLAL
TNV ApeCn GOPTLON TOU OKPOU METEYXELPNTIKA KA TN duvatoTnTa XPNOoLHoToilnong uyLouc-fLwatpou
OO0TOU TIOU QVTLKOOLOTA TO VEKPWHEVO N eAAelppatiko. H Baowkn apxn tng texvikng ilizarov givat
OTL EMOYEL TNV OOTEOYEVECN OTO TEOLO TNC XELPOUPYLKNG OOTEOTOMIAC OLVOVTAC TO QmopOiTNTO
uroBaBpo awpatwong, otabepomoinong kot eAeyxopevne OSwataonc. H dwataon autn
TIPOYLOTOTIOLELTAL HE PUOHO emunkuvonc (00 PHE 1mm TNV nUEPA OLOLPOUMEVO OE TECOEPLC
neplodouc.H ooteoyeveon oOAokAnpwvetal o€ TPeL OLOOOXIKEC PaOELC, IOV €ival n AavBavouaoa

neplodoc, n mepiodoc Srataonc kal n mMePLOSOC TNC 0OTIKAC WPipavonc. ZTtTnv opBomotdikr KAWLKN |

tou NA EYAITEAIZMOZ n texvikn autn BploKel eupela epapuoyn HE OLPLOTO QTTOTEAECUATO OE
OUVOETA TTEPLOTATIKA OV O EK TWV OTOLWV IAPOoUoLAlovVTaL OTnV opPoUoa EpYACia.

[eploTatiko 2: AcBsvic 67 ETWV, YUVAIKA, ME XPOVLA TIOPOYWYLKT) 0OTEOMUEAITION KATW TEPATOC KVIAUNG OFE
£0ad0oC ECWTEPLKNC 00TEOOUVOEONC LE TAAKA KOl KOYALEC PO SeKAETLAC. 2TNV aoBevn £lxav payuatonolndel
MOANQIMAEC MAPEUPACELC VL0 TNV OVTIMETWILON TNC OOTEOMUEALTIOOC Ot QAAA KEVIPA, XWPELC EMLTUXN
AMOTEAEOMOTA. APYLKA QVTLUETWILOONKE XELPOUPYLIKA HE adaALPEON TOU MAOCXOVIOC 00TOU MNKOUC MEPLMou 5
EKATOOTWYV, ooteotopla dtaduong mepovng Kat tomoBetnon ocvotnuarog ilizarov. H ooteotopla tng KvAUNG
npayuporonotndnke os 6eUtEPO Xpovo Aoyw tou unAou pikpoflakou doptiou tng acBevouc. MeTda To mMEPAC
¢ AavBavouooc ¢Aaonc APYLOE N EMUAKUVON TNC KVAUNG £WC TNV QMOKATAOTOON TOU £MBUUNTOU MAKOUC.
Napatnpndnke ateAnc Mwpwon Twv THNUATWY TOU 00ToU Mou £ixe adalpebel Aoyw tnC ooteopueAiTIOAC
MAPOTL AUTA elxav £pOeL o emadn koL amopacioTnKe n apbpodeon TNC MOSOKVNULKAC KAl LOTPAYOAOTITEPVLKNC
apBpwonc pe avaotpodn evOoUUEALKN NAwON €K TNC MTEPVAC. AUO UNVEC HETA TApATNPNONKE MWPwWOon TNG
MEPLOXNC OTO KATW TEPAC TNE KVNUNG Kal n acBevnc Badilel pue mAnpn ¢poption.

Meplotatiko 1: AcBevrc 32 £twv, yuvaika ,TTOAUTPAUMOTIOC META amo Tpoxaio pe SikukAo, mapouoials
OUVTPUTTIKO Katayua Owaduonc pnplalou HE OOTIKO EAAEMpa Tieptmou 11 €KATOOTWV TO OMOLo
QVTLUETWITLOONKE apyLKA pE e€wTEPLKN ooteoouvBeon. Meta tnv napodo evoc unva dlevepynObnke ooteoTopla
unpLalou TePLPEPIKA TOU KOTAyUOTOC KoL edappoyn Ttou ouvotnuatog ilizarov. e Oeutepo xpovo
MPAYLOTOTONONKE OOCTEOTOMIA KEVIPLKA TOU KOTOYMOTOC Kol META TNV AavBavouoca ¢aon apyloe n
TAUTOXPOVN OLATAON TOU KEVIPLKOU KOl TOU TEPLPEPLIKOU TUNHATOC. AdDoU emeTeuyON 10 EMBUUNTO KUAKOC YL
TNV LOOOKEALON, mnpaypatonolndnke avaotpodn evdéopueAkn nAwon. Meta tnv mapodo &voC ETOUC
napatnenOnNKe MwPwon Tou KATayparog pe duvatotnta mAnpous Goptiong Tou OKEAOUC Ao tnv aobevn.
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Zulntnon-Zuunepaocuata

H xpnon tn¢ SLaTaTLKNG OOTEOYEVECNC ETTPETEL TNV OVOYEVVNON MEYOAWYV OOTIKWY EANELUUATWV
LE QTTOTEAECHQ TNV ETLTUXN QVTLUETWITLON TIOAUTTAOKWVY TIEPLOTATIKWY E CUVIPNTITIKO KATAYUATA,
XPOVLEC PAeypoveC. AvapdiBola elval POl TEXVIKN ME UTIAPKTEC ETIUTAOKEC OTIWC Ol GAEYHUOVEC
OoTNV TEPLOXN TWV PeAovwvy, TOPEKKALOEIC TOU OVOITTUCGOOMEVOU OOTOU Qmo Tnv emBupntn
KOteLBuvon kot amotuxla TAPNONG TOU TIPWTOKOAAOU amo touC aoBevelc. MapoAa auta eav
£PAPUOOTEL PE TIC CWOTEC EVOELEELC, TO CWOTO TPOTIO KOIL TNV ETLUEAN OUVEPYQAOLO TOU 00BEVOUC
umopel va. Swaoel aplotn Avon o€ MOAUTTIAOKO TIEPLOTATLKA OTOU OAEC ol aAAec peBodou Exouv
QITOTUXEL.
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Dueling clinical criteria for HLH

Traditional HLH-2004 criteria Modified 2009 HLH criteria Parameter No. of p[]ims ("I.'.'.I'i'[EI'iﬂ for Sfﬂnﬂg}
* At least five of the following: * At least three of the following:
*  Fever >38.5 *  Fever Known underlying immunosuppression® 0 (no) or 18 (yes)
*  Splenomegaly *  Splenomegaly TL‘EI'I'IpCfHIMI'E ('EE'[T) () {334) 33 [ 33.4—3‘9.‘1}, or 49 {1'34)
*  Cytopenia affecting at least two cell lines * Cytopenia affecting at least two cell lines: [}rgannmggaﬂ}r (] (nL e (hgpa[nmggﬂl}r or gpﬂcﬂ{jmggajy)‘ 0or
*  Hemoglobin <9 g/L *  Hemoglobin <9 g/L I8 (hcpﬂ’[ﬂmcgmy and Splennmegﬂl}r)
*  Platelets <100 b/L * Platelets <100 b/ No. of cytopeniasf 0 (1 lineage), 24 (2 lineages), or 34 (3 lineages)
*  Absolute neutrophil count <1000 b/L *  Absolute neutrophil count <1000 b/L Ferritin J{ﬂl gr'ml') 0 (‘T-ETHI'), 15 {E,W—b,mﬂ), or 50 {':.__a 6.000) |

Hypertriglyceridemia (fasting triglycerides >265 *  Hepatitis - i oot <15 A4 (154 ar 64 (4 '
mg/dL or >3 mM) and /or fibrinogen < 150 mg/dL At least one of the following: g{;%:ﬁf]g;ﬁL {;mm?éﬁ?mm” 3 E }!2 _;Tél:t?( UI{- _‘;)é;)r 64 (=4)
. B L | |l 1 ' o . ' =t LF ! :"h'd

Ferritin > 500 ug/L *  Ferritin elevation A W | . C— T 0 (<30) 0 (=30
Hemophagocytosis seen on tissue biopsy of bone * Elevated soluble CD25 (soluble IL2-receptor) crum glutamic oxaloacetic transaminase (LUfliter) (=2U) or 139 (=)

marrow, spleen, lymph node, or liver *  Hemophagocytosis seen on tissue biopsy Hemophagocytosis features on bone marrow aspirate 0 (no) or 35 (yes)

Low/absent NK-cell activity *  Low/absent NK-cell activity T odefici e o bl | T —— | .
Soluble CD25 (soluble IL2-receptor) >2400 U/ml Other supportive features (not required) uman immunodelicicncy virus positive or receiving long-lerm immunosuppressive therapy (1.e.. gj AN

¢ Hyparifiglvearidenia mlds‘,_ cvclosporine, azathmpnnc_}. » ‘ L ?
«  Hypofibrinogenemia  Defined as a hemoglobin level of =9.2 gm/dl and/or a leukocyte count of =3,(00/mm” and/or a platelet count
*  Hyponatremia of =110.000/mm".
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