AoOevnc pe kowvn yovidLakn npoéAevon voocou Erdheim-Chester ko oeiog |
HUEAOYEVOUC AsUuXaLULiOG
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Elcaywyn
H vooog Erdheim-Chester givat omavia LOTLOKUTTAPWON
XwpLg KUTTapa Langerhans mou mpooBaAel Kupiwg AvOpeg
nAkiag petal g 5n¢ kot 7ng dekaetiog Lwng.
Npoéodata amodeixbnke MW o€ MEPLOCOTEPEG ATTO TLG
ULOEG SNLOCLEUUEVEC TIEPUTTWOELG UTIAPXEL N LETAANAEN
BRAF V600E. H cupmtwpatoAoyia TOLKIAEL Ao TOTUK
vOOoO0 PEXPL amelAnTIKA yla Tn {wn OpyaVLKA AVETTIAPKELQL.
H ouppetoxn Tou okeAeToU eivat oxedov KaBoALkr).

YAWKO kot M€60odoc¢
Avbpog 43 eTwv pe eAeUBOEPO LATPLKO LOTOPLKO TIPOCHABE
pe aAyoc oto Se€l yovato amo tpipunvou. O akTVOAOYLKOG
€\eyxog Kat n afovikrn topoypadia aveédeltav
OOTEOAUTLKEG KL OCTEOOKANPUVTLKEG OANOLWOELG OTOUG
pnplaioug KovBUAoug Kal TV €yyug KVAuN. H poyvnTtikn
Topoypadia €6etée S1nONon Tou puehou. H kKAelotn
Broyia Belovng €delée LotlokuTTwon Erdheim-Chester. O
aoBevng éAafe alpatoloyikn Bepaneia pe xopriynon
wrepdpepovne-a (IFN-a), n omoia cuvéBale otn BeAtiwaon
TWV CUUMTWUATWY TOU.

AmnoteAéopata
O aoBevn¢ emavnABe 15 prveg petd ano tn Stdyvwon Ue
TIUPETO, KOTIWGT KOL UTTOTPOTT TWV CUUMTWUATWV.
AlevepynOnke ooteopueAKn Bloia katl yovidlakog EAeyxog
Ta anoteAéopata Twv onoiwv £detéav ofela Muehoyevn
Aevxaiuio pe petaAAaén tou NPM1 yovibiou. Nepattepw
QVAAUGT TOU KOPUOTUTIOU altoKAAUPE KAWVLKA atpomoinon
odel\buevn o€ yovidlakr HETAANAEN TTou emnpedlel
ONUAVTLIKEG KUTTOPLKEC AELTOUPYLEG, OTIWG N amonTtwaon, N
emudLopBbwon tou DNA kot o KuTTaplkog KUKAOG. O aoBevng
TEONKE AUECA OE XNUELODEPATIEUTIKN aywyr) KAl Oywyr) UE
pwrootaupivn napouvotalovrag oadn KAWLKN BeAtiwon.

Ewkova 1. Aktwvoypadia tou Se€lov yovartog (a) kat oBeAtaia
QmelKovion afovikng topoypadiag (b) Tou aplotepol yovatog
QTELKOVI{OUV ETEPOYEVELN TWV OOTWV TIEPLE TOU YOVOTOG LUE ULKTEG
OOTEOAUTIKEG KOl OKANPUVTIKEG TIEPLOXEG. ATIELKOVLON LE
LLOYVNTLK Topoypadia tou 6£€ov yovatog (c) Kal Tou aplotepou
yovatog (d) ametkovilouv cUUUETPLIKEG BAABEG e 00TEOAUCH TOU
dAoloL Kot 00TKEG aAAOLWOELG o acBevr) pe vooo Erdheim-
Chester.

Tuunepacpata
To OUYKEKPLUEVO TIEPLOTATIKO amoSelkVUEL WG Elvat Suvarth
n ko) yovidlakn npoéleuvaon tng vooou Erdheim-Chester kat
NG o&elag LUEAOYEVOUG AEUXALULOG E KOWVO UTIOOTPWHLAL
yoviSLakr HETAAAAEN Ttou TTPOKAAEL KAWVLKN alpomoinon. Av
KOL N OUYKEKPLUEVN METAANOEN TTapoUCLAlETAL KaL
armodelkvUETAL yLa TPwTN $opd, N avAaAucn ToU KOPUOTUTIOU
Ba mpémnel va meplhappavetal otn StayvwaoTtikn dtadikacia
OTOUG OUYKEKPLUEVOUC aoBeVELG.

Ewova 2. lotonaBoAoyika euprjpata tng vooou Erdheim Chester: (A)
Apxikn avamntuén adppwdwv LOTLOKUTTAPWY

(B,C,E) Avoooiotoxnuikr e€€taon mou anodeikvuel Stnbnon pe CD68
kot CD163, aAAa oxt pe S100

(D) lotomaBoloyika euprpata ofeiog pueAoyevol g Asuxatpiog pe
petaAlaén NPM1 yoviSiou
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