BB WIFE | Xanthogranuloma (XG)> TEARRER ?
(Ver.1.2025/1)

1. IECBHIC

EEWNIFME (xanthogranuloma: XG) &, FNa [AEMEHES| (HEREIE-> TRz %
ﬁﬁ)f? WHO 24Tl HEREKMEESS L OBIKHRMES ] (CHOBInTLhET,
HRBICRET D ENEL, FHOBEIAIL 1 mMAFHLED T, EE@%@W%E
(Juvemle xanthogranuloma: JXG) &P FIEN 2 Z &M LIELIEHY £3, LH L. BAIC
ETHIENBHDDT, ::fif%iﬁjéﬁff‘rﬁémﬁﬁjthﬁﬁLiT
F7o. BEBE THRNZHESEICZWTIL /AN, L-F = X —JF (Erdheim-Chester disease:
ECD) & XG lf, MEZBEHEHE TR THEXFIL DA ARLD T, IXG 77U —] &LTHE
WHEZLHY £ H. ECD DIEIROEERALLIE A VRHIIT XG LIFRBHDT, Z
CTERNCHRWET, —H, ALK EVWSBEFICERDH S [ALK FGIEEBEE] (£, 58
MIE TR T XG EXBID DD BNICEL DD OT, XG EMIUZ L THEINL I ENHY £

A FERCREEMIIE XG & B Y BUTHNET DT, TITIEXGICEDHET,
XGDBESADEIT L O >TOWERBAD BAT I FEICSHICEH NS BES A
DEILFERMIC200IFEEEZONE T,

2. RAIZAHRATIH?

LCH & RfkIC, BEEOEMmeriFiiE (AmskesRrmik, m/MROTTICA 2H88) ISEETF
ZENPAY BEEFEREBERNATETCLE D ZEDPRRTYT, BENASEREFIE. LCH & [
BRI MAPK 2B (THEFERAE > T2 ] 2# S 8R) OB T (MAP2KI [MEK] & [R1]X° BRAF)
LHYETH bo& EMOFOL > FF —EZABIK (CSFIR X° NTRK) RZAEEDT T
FTOMIBEANER (SYK ©° RAS) DEEFHINEZLTT (K1),

FARRHEREE 1 2O BE I AIX £ENAA L RAS ZANE(ELICT B NFI BT ICEED
HDH1-0. RAS BNEITENENL (RA v FH>) LTWET, LT, TARAOEREHIER
L. XGARELYTLWEEbNTWET, £7/-. HEMERHEIKMEAMFEIL. NFI *° RAS
BEFREIEENPADIEICE-THRELEIFTH. AIFFIC XG 2RETHIEHHY F
T, Flo. FOUUFF—EZTARAETH S ALK BFHIMBOELROEGETF &G L TERE
BRIENE LD ZEAH Y. ALK BHEEREE S L TR INTWEITA. ERBBEDOR
BWATRH XG L IEXBIADEFHE A,

3. FREZF 0%

) FERBE (KE) XG

XGEBESADT-80%IEZDXA T TE, AN o7 HBHWIE, BEZLIEREDD
STe. DEMNITEY EN -7 ROBEINEEBICEL T, EHECH, WCE. i
EDRBVEZCRELET, FEAEDHE. 1~5 FLURNICFIE{L L TERITEA T, &



BOEFPCERLENED ZELHY £,

2) iR XG

FEBICENBRETT A, BENVEND ERAT 28U H Y FT, ZEAEDBEEIA
E. FRIORICIZITRENE CE T, IIEPRBEICRENEL S ENE < REER (8
B) oxmveE (BREEL Y XOM) ~OHMIMRHZWITRTT,

3) R XG

RIRERR () IS/ ITRENH DHE L. 2FWREDO—EE LTRET I2HEENH Y.

XG DEESADK 1%EHRBTRETT, MEDEMIICKE > T, TONAFEE BAOES.

BEFE, BEENTO LRICHIBERECHES - BHES. FEEE. REECHKEFILE
VREEREORNDMER R E, SEIFRERMPENT T, BRFILBEEZFD Z &
NLIELIEHY £7,

4) 2514 XG

25M XG 3. XGBEIADK4%EEHFET, 1 HMACHVWTRET 52 EAZ 0
T, BFRE. Bb. ERESHRRL. PR, BiEA S, SEFIERERICRENALONE T AN

BEHREAHS L IIHTT, IERITBERMICL > T F I ETT, RRNHOMEGED .
FEfEE. WlEE4 /- L2AR Tl 28 XG b8 O>HENH Y £9, FLTXRIL 5~
10%I2F Y 9, I 1 A ARBECRE LHBAICIL BB IT2IET LTRSS A Y
9,

4. PHTERE

RED—HBE R > CTHMIE TR T2M L £ 9, CDla B LU CD207 &L\ 5 LCH IZFFE 72
R DIZE A WEEERN - SAEXF > TWET, DHICIEEER/ N OBEBERNZ <
FoNEFTH, HEHYIZIE Touton B & W NEREAY > FHRICHEATZZ RO EMMEED A 5
N, BEIR O EHEEOMPENEIL DL D ICARY £, TOBEBMIERTRIZECD &RLET
XBINDEEH Ao XG LK DN LIMBEREPLCREREANHE T, B I/IMRIE
DIREDBHDHEEICILBHERENSVETYT, £/, I MRI REPCERBER/CT BEARE
THRENBNTWARWLWHIREL T, RADEHE. ECD TIXAAIO KRR & OB ICEEE
{EHERENRoNE T ENLZ DT, XBT2DICEIILET, KATIE, MEAEXESS
EIRFICRIES D ATREM A B B 72D, FENMETT,

5. Ak

FEICEBBLI-EEIADIZEALITAEORELNH Y £ A,

RORZIE, Z< DIFEXAT A FREBRETEEL£TH WEDOURCZXT A1 FEIORN
RziT>Z28bHY £,

PRI DIRZ L, 1 DTS TFIMTCTEY BRIT 258 1C1E. FIML £, MENERSH -
720 FMTTEYBRITAWEITH >72 ) L72FEICIE. LCH OFFEICEL TR 7T O4 K



Heberh7LhoA R (EVTIRFPEYTIRF ) ZROEZHRAABEEEZTL
ESCIN

SHWITRENDH DHAITH LCH I LA AEBE ATV E S,

BORMEDBRICIE, 77 R ey 7 o EVERWAIENHY FT, TDL DA
BN R WBEIAICIE, ZEELTWEEBERFOBZTAMZ 20 FEMNEENEFIN
£9 . BRAF'OEZEENHLEBEIA (XGEEZIAD 0% EDH) 1£. HATIE 2023
FIRBEAR I NIz IEENLBENEEL BRAF B FERA BT 5T - BROMER
EKEIC BRAF [HEZE TH L X 77 7 = =7 (dabrafenib) & MEK [HEZETHS 7 A F =
7 (trametinib) DOFFAEE] 25 TN TE LT, BRAFVOE ZEZ N DELTFEEN
MAPK #8812 4 2355 121X MEK BAE A, ALK B FICEENH 2551214 ALK BEEAIA
BIADABEREL B Y £4 (WTNHRBEISA),

6. Lo LAY I=WHD~NDSEE

1. RAHF— EFUECHNTEEOZET- Bk 8 & HMIKE. NEamE- U /& -
Strategy & Practice. F1LE /5. 2021, pp260-264.

2. EBER, BRE @, 8 F. [MREREGE 3 R-ZotoRESEE0T-] U
YRS ERRIERE EEMEEBEE £ otOEBIREETFEECRNITE
fIE, /L KN A L - F = XX —¥iF,Rosai-Dorfman-Destombes J572 & @ non-LCH). 2024; H
AR B AAE (AT TV: 480-485.

3. Dehner LP. Juvenile xanthogranulomas in the first two decades of life: a clinicopathologic study
of 174 cases with cutaneous and extracutaneous manifestations. Am J Surg Pathol. 2003;27: 579-
593.

4. Janssen D, Harms D. Juvenile xanthogranuloma in childhood and adolescence: a
clinicopathologic study of 129 patients from the kiel pediatric tumor registry. Am J Surg Pathol.
2005; 29: 21-28.

5. Stover DG, Alapati S, Regueira O, Turner C, Whitlock JA.. Treatment of juvenile
xanthogranuloma. Pediatr Blood Cancer. 2008; 51: 130-133.

6. Maeda M, Morimoto A, Shioda Y, Asano T, Koga Y, Nakazawa Y, Kanegane H, Kudo K, Ohga
S, Ishii E; Histiocytosis Study Group of the Japanese Society of Pediatric Hematology/Oncology.
Long-term outcomes of children with extracutaneous juvenile xanthogranulomas in Japan.
Pediatr Blood Cancer. 2020; 67: e28381.

7. McClain KL, Bigenwald C, Collin M, Haroche J, Marsh RA, Merad M, Picarsic J, Ribeiro KB,
Allen CE. Histiocytic disorders. Nat Rev Dis Primers. 2021; 7, 73.

8.  Kemps PG, Picarsic J, Durham BH, Hélias-Rodzewicz Z, Hiemcke-Jiwa L, van den Bos C, et al.
ALK-positive histiocytosis: a new clinicopathologic spectrum highlighting neurologic

involvement and responses to ALK inhibition. Blood. 2022; 139: 256-280.



9. Kemps PG, Baelde HJ, Vorderman RHP, Stelloo E, Swennenhuis JF, Szuhai K, et al. Recurrent
CLTC::SYK fusions and CSFIR mutations in juvenile xanthogranuloma of soft tissue. Blood.
2024; 144: 2439-2455.

AMED £ AERERCHIRSEE HEBNECRERRELZANE LIL YR
BLONAFLRD b OFBE] (kB



FRSFF—ERBE

L
RAS PI3Ks
Par®

fmAaRs
BETFERORE
FAr *FF—-ERBE Zoft 12%
CSFIR 20% A~Ef 24%
NTRKFS  12%
HpEAER
SYKFEZS 10%
RAS 7%
MAPKIR &

BRAF 9%

F2. XGOli#gzRE
A. fhfRIBERZE. B. fTEREE. C. ATHEETRZE. D.

SRENREERE




