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2. TR
2-1.  XBICHET &

Z N AR ERE  (Langerhans cell histiocytosis, LCH) %, LCH ifia 2S5 HasE L
B DIEZCZ R ERE ST RETH 5(1] [2] . 2010 4212 LCH D142 BRAF #{s1D
WINAMER TN D Z v S CTURE, 2ulIZ LCH OJRREMIANEA T Y . LCH OJEHER
lZix, TMAPK REO&EH2E (5 | & [RIEMIREE YA oA - =AU
H (RIE) | W) 200FERENEETH Y . LCH IZKIEMF HMEIEE Inflammatory myeloid
neoplasm” & EFR S, [VNEBRAL] O—o2& LTSI TV 53] [4]
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DB IR B O RN R RAVE., BERVE CDWAR E O T EEFTEEREK ME,
PRRAMEE) <o, EERE. MERIRYZREE . B OZEOME L v o TR RIRRE, O E ol
e OFE, 28 ORHECHLE 72 £ O LCH JRA % 4 U 7= 5001 & 5 FEHR A8 B e o> A m] i
TR & B D T0 %L LI, B AR D 24 %IZRAETDHZ LR E R>Tn5[5] [6] . &~
AR X, SRR, FRAIR ETRIERNE RSN ERHREIN TR [5] [7] [8] . #F
IR B E o mEE, MERE ., BHEBEZREO THRRE Y 2 760 & S35 EAL DT 22
TIEH AR B O R AR A 2 B RICETHZ ERAL N E 2o TV B8] 9, &6, —i
@ LCH JEF|TliE, LCHZIEN D 5-10 FFfkam L7212, /INIMCRE R 72 SIS XA ZE MHE & A2
THEPEEF LN E 72> TE TS, LCH BIED LEFERE LIz Bz, 8E MRI TREER
I RAZ A I R MEOAE B B DN BL L, MRIEIR SO B N2 CHHBLETT L, EHEE
72 CIE E HZRTEEN SR IR EE & 22 5 [10] [11] . WAL L T 6T, RIER#ECTCHD Z &
726, LCH & O QOLIK FIZEDL 2 ERZRAFHMHRAE L LTSN TWVWDLD, 2Lk E
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FEWICEEREEL HED TS, to/NNERA LR | LCH I D B IHE DO K HITHEE A
RIZFED SO TH D Z ENFEHITH D . DAFEYFRIEIZ X A BIIBEIZ R 57202 ERZ0,
DX o, LCH OEMTPHRIIBHTHL OO, LCH BFH O QOLIZ4T L H BAF Tlianz
ERHLNERSTND,

S Hlol, WIS T 2B AEEE O METITEC AR, BEb S @R 2 RAE A 5725,
LCH 2B W TIT AR R A IR T L TWSIREDR B 5, AR R O A AT I 28 73 G
REA METRIC L, ffCEeiefTEnN E e e, QOLBMETTHLE WO ETANBE X LI
Do EDTH, KFRIZE > TEDETANPMIETENIL, TRORWEREFEDOHE., Lhilfiit
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= P AIHERE D HEFIMEC A ST TENZ ) LT, ERIO ARG AT N L —=0 7 %179 Z &I X
BEEIETDH L AREE D,

2-2.  HARIZBIT D AT

AIETIE, BARTZ T ARRERRERIEMSE 7 v —7 (JLSG) 737 v 7 b/~ A Al fkER
SEDTEWRIFZE 2 T L C& 7=, JLSG TiE 2 D%k FM7E (JLSG-96 [13]. JLSG-02 [14]
[15]) »fTbiiz, JLSG-96, JLSG-02 Tix. Egeler 5[16] 7o/t 7 J AF

(Vincristine, VCR) & PSLZ Ara-C Z#lA G bEZEEE2SEIZ, TAra—C, VCR, PSL] @ 3
Az iy & L7z [Ara-C based chemotherapy| #FEHEJRIE & A1E-SIT TV 5,

JLSG-96/-02 |28 Gk SIVIIEBI D 10 F AR 5 R 7 + v —7 v THERIZHOW T, AS N 2
DOWREE L TWD, 12HIE, 3174 (XIS 206 ., Z3FH 111 #1) /N LCH & D
EM7ruo—7 v 7R CEIBIEMR ST 12.7 4, ZRFR 11.74) x5 s LT, FiK
PEPRARIE (CDI, Central diabetes insipidus) & fHfRIEIRZ A5 A MRZMEAE (eND, Clinical
neurodegenerative disease) (T DWW TOHE T, CDIIZZRERD 4/111 41 (2.7%) . Zhgas
D 46/206 B (22.3%) AT TWZ[8l, Zd 56 LCH & Wi BT IZIRAEZ FIE LT b D
X, ZRETCTIT 4 IR0, S5 Tl 21/46 il Ch 72, CDIRIED Y 27 KL LTiE,
FKOHFTEH CNS U RTENA~DOFERENEERY AVRFLE L THE SN, 512, cNDIZZEHR
B 411161 (2.7%) . ZhgEo 11/206 #] (5.3%) IZAEL TV, 2D X9, eND i,
CDI DIFHENFE eV A7 K+ ThHhV, CDIEEZIMZHZ L, DEVIZLCHBREMx 52 &
23 LCH (2 9 Rl Z OFIEMENCEHE CThH H Z L BRI T,

2 OH O TIX, JLSG BEHINTIST DL LA PCs DIIESEL 2 572 LT A [17],
Zlig#l LCH TiL, 78/206 (37.9%) OBEFEDMAIH 230 PCEZA L TEY AR BTH A A5
PEIRZ (CNS-related PCs) (= JRAMEZ 4D &3 DN WREHE PCs 35 X UMPRXESHE PCs) 23
58/206(28.1%). FEHAXAFREE AR A2 (Non-CNS-related PCs ) (EHEIELH) PCs, HERE
72 E) D 20/206(9.7%)IZFED b LTz, — i TE3ER LCH Ti&, 31/111 (27.9%) DOEENMIS
MORAHPERZEZA L TEY ., CNS-related PCs) 7 10/111(9.0%). Non-CNS-related PC s
28 21/111(18.9%)ZFBW BTz, £ 112 JLSG-96/-02 TR Hiviz PCs OD—EZ/R"TH, £< D
LCH BEN O ORAHMEREZ A L TH Y, £ Quality of life (QOL)Z K FEHTWHZ &
DR I T,



# 1 : JLSG-96/-02 \Z331F B A Al PE 28 3 A A FE [17]

MFB MS
Total(n=111) JLSG9% (n=29) JLSGO2(n=82) Total(n=206) JLSG9 (n=59) JLSGO02(n=147)
Diabetes insipidus 4 (3.6%) 2(6.9%) 2 (2.4%) 46 (22.3%) 11 (18.6%) 35 (23.8%)
Neurological Consequences 6 (5.4%) 1(3.5%) 5(6.1%) 21 (10.2%) 6 (10.2%) 15 (10.2%)
CNS neurodegeneration 4 (3.6%) 2 (6.9%) 2 (2.4%) 16 (7.8%) 6(10.2%) 11 (7.5%)
§ Radiological / Clinical - 0/2 0/2 - 274 447
g Intellectual disability 4 (3.6%) 1(3.5%) 3 (3.7%) 13 (6.3%) 3 (5.0%) 10 (6.8%)
§ Epilepsy 1(0.9%) - 1(1.2%) 1(0.5%) - 1(0.7%)
E Anterior pituitary hormone deficiency 2 (1.8%) 1(3.5%) 1(1.2%) 20 (9.7%) 5(8.5%) 15 (10.2%)
ﬁ Growth hormone deficiency 2 (1.8%) 1(3.5%) 1(1.2%) 16 (7.8%) 3(5.1%) 13 (8.8%)
¥}
Im- Pan hypopituitarism 1(0.9%) - 1(1.2%) 2 (1.0%) - 2 (1.4%)
5 Hypogonadism 1(0.9%) 1(3.5%) - 6 (2.9%) 1(1.7%) 5 (3.4%)
Precocious puberty 0 - - 1(0.9%) 1(1.7%) -
ACTH deficiency 0 - - 5 (2.4%) 1(1.7%) 4 2.7%)
TSH deficiency 0 N N 8 (3.9%) N 3 (5.4%)
Orthopedic cansequences* 14 (12.6%) 2(6.9%) 12 (14.6%) 13 (6.3%) 3(5.1%) 10 (6.8%)
8 Hearing loss 6 (5.4%) 2(6.9%) 4 (4.9%) 3(1.5%) 2 (3.4%) 1(0.7%)
E Ophthalmologic consequences 0 - - 6 (3.0%) 4(6.8%) 2 (1.4%)
g Loss of teeth 1(0.9%) : 1(1.2%) 3 (1.5%) - 3(2.0%)
]
3 Pulmonary consequences** 0 - - 4(1.9%) 2 (3.4%) 2 (1.4%)
L~
2 Skin problems 1(0.9%) 1(3.5%) N 3(1.5%) 1(1.7%) 2 (1.4%)
= Hep atic consequences 0 - - 1(0.9%) - 1(0.7%)
w
g Diabetes mellitus 0 - - 5 (2.4%) 1(1.7%) 4.2.7%)
g Facial nerve paresis 1(0.9%%) 1(3.5%) - 0
“ Obesity 10.9%) 1(3.5%) - 0 - ;
Second cancer*** 2 (1.8%) 1(3.5%) 1(1.2%) 3 (1.5%) 1(1.7%) 2 (1.4%)
Total consequences 30/111 (27.004)  9/29 (31.0%) 22/82(26.8%)  79/206 (383%)  21/59 (35.6%) 58 /147 (39.5%)
CNS related consequences 10/111 (3.0%) 4129 (13.8%) 6182 (7.3%) 587206 (28.1%) 16 /59 (27.1%) 42 {147 (28.6%)

Non CNS related consequences 22 /111 (19.8%) 6/ 29 (20.1%) 16 /82 (19.5%) 31/206 (15.0%) 10/29 (34.5%) 21/147 (14.3%)
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