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JEBTIE, SRS TIXERIZT HIE
ERITEGE LTz b o0, BLITRD
NTELT, IBERBZIIKEERZ LT
WV, SHORHOBRBEBE L S OLRBE
BIOFERIZL Y., BREOHEER L OEER
OISR EDRANR I/ I NS,



— % ERE 3
MERPRIETICE E OB IS &2 & 72 LR EVE
T BRI E & IME 2 & L 72—

IVHKTAE, EEBAR. EMEL. FORME,
LB, AALR. RELE. KAER
SR ERHER A /NER

[1Z U 2] 6MP X, ALL <° LCH D4 S
FEIZHWLND N, EYREERZEOEL TS
Bz X0 EEOFHENG ZE - TREN WD,
Fxid, GEESBELZFHEG L CIREBE L
72 b b bd ., FREIGI N ET L TEE
IAERAR LT LCH @ 1 &R L7~ D TH
E£45, [EF) 2 B IR, BEEEEEY TR
BL325 LCH: W & (B, EE, Y o)
. risk organ f&ME) T, JPLSG02 D F'm k
a— )L CIRIEZITV., BEEEEZ, 1ERI
MaintenanceC (VBL. PSL. MTX. 6MP) % Ji&{T
L7225, JLMEREAD 2380 7= 7=, 6MP % H1 1k
L CIRERMkRE Lz, HMERPRIEBRSA 2 A RIS
BRAZ RO T-72% 2CdA/AraC EiEHZ 2 a2 — R
WiAT L., BEBEMEET-, #EEEEL 6MP, MTX
DB TEREE L. 228 0T T 6MP ZHEFE
L T MaintenanceC ZBRtA L 7= 2 A, K %
BB BEINHI LT L. FEMELT P BRkED
EBIOMEXZE L, £FEEEE LR, [&
2] FFHEREHBITHLERESCHRE YA VAD
FIEICIXE D 0o 7=, 6MP 12 X 2B REHH
(B2 1 » Bl 2 EIERIERE) 2z,
2CAA 1T XD U L REROBEBEIR T 23 LT U
722 E NGO ER A & 7o T2 RREME R B
Do

— XA 4
£33 D HPRMHRIRE 2RO 7- disseminated

juvenile xanthogranuloma @ 1 {4

HIREF 1), R 1), BTHEDESE 1),
FH B, N 1D, FRELD,
JOREE—ER 1), B 2) . FHREE 1.
RSIE—3)

FERREE /NEBE D RS 2) |

N REERLE 3)

[#E] TEREIREEA T HHEREFRE
FRIE D JEE B & U C I 58 2= 1A 5 FE o IS A0 A A
TN AR EREN EHEE TH S
2, WRREE UTIET 7 AR RS
BRAE (non-LCH) 2"ZF b5, 4HE., L34
HHARHRIRAL D, REER) LRI
T o Tz disseminated juvenile
xanthogranuloma (JXG) ™D 1 Fl2&ERL7-DT
wE4 5,

DEGI] AkfEE2R 7 RBIE, 28 ZRD
TeOEEZSZ L, JRAEDRBEINEB I
WEERRIT & T o Tz, BRETAR B, R - DO
BB AE T Ve Rm g, BAHER R 2
DNELE L. R ERCII R E 2RO R o T,
GAED MR CIT T EARIEL & T2WI T/ « /N
B - BICOFEAEDRNEE T ER D=,
AFP. CEA. HCG D fEE~ — b — I3+ Xt
T, BREEHBGEHRE TIIZFOMOIEIREMEITER
DM T2, WNAWERERER CIXREAE & A%
T RIVE LV (GH) bR & DK GH 23 W BU
RO, PR RIREDARITFEEEN K
EWVWEDIZEEARE AT L, REERTIX
BERZIZVARHERER & Touton BUE L2386
o Yu e I EE ML CD68 -+ factor XIa
BEfE. CDla + Langerin - S100 2T, JXG &
ZWrL7-, LCH 71 h a2 — L iZ#E T Ara—C,
VCR, PSL IC X ALk 2B L7=2%, 6 1
MRIIT T EEESIE L, B2 b HEERE
mEROE, [ER] X6 ixEL LTMNRITS
JE L. FERHRHIA IR S 9% non-LCH @
—DOThbd, BREWMTIREBREDHEH
THHMBIG L TR FEUNDIEERIC 3
A4 % disseminated JXG TIIFHE R E 72 IER]
HH 0. ALERIENEITSNDBENE N,
ZHME ONS TR E 2B T 5 JXG EF OB ILIE
W TH DM, ABITiX LCH Bl ofriEiE
MWEZNTH o7,



— & ERE 5
W TFEAEERETRIE, HREFRICEVE
L EEE: S oOIA IHE 2 7% Lz & i f

IREF EEAR, ELE T HRE,
EREHESC, RGar v, NEZEE, T BREKER,
m I, R FFRR
TUNRE: ANRF

SEBNIIRAE 21 BE D L, 13 7% 9 2> A BRIZEETR .
%ﬁyg%\éﬁ%ﬁﬁmﬁ\&géﬁmf
LCH & 722l
S - L JLSGO2 12 T KGR L
EEIT, REAE. BIBARE (aLvFV—
1.2 ug/dL), FIRAREEEIX T (TRH BRBRIC T:E
FER ) W%t LARVE i FREE A2 Bth, 14
R 6 DAER, EREERKERD, BEMAEA
WEVE A 45 LU 7~ A . Posterior reversible
encephalopathy syndorome % FJE. FIEDHT
SECIRETW, B LD RE, BIRBS IO
PR T 0 g F A R A O AR AR I (MMSE
19/30) AR Lz, 1BEZ TR L7z PSL
B L HICHEBR, BRREE (BRR TR R
xtL 21Gy) LB L Uiz, D%, AT uA R
PeF Y, FEIRE PO E R, IR A
BEZWH, 1EF BiPAP A, b v 7~ ik
Z Bk, B LEREBEVIR LI 20 BRI
EHFETIREEZME., BEETH I EER
XA GH 3 WAAREIEIZ % L Cas /LT R FERETE
ZEAR L7z, BIE, BREZD TV,
T EAEEREIIH T 5 R E TR E
e . EHIRIBREEIC L ABREOHN L LE
R ENTWAEORERTH S,
EEIRICRIET S LCH 1T 99%0N EfE L Ll
G 80%LL_ EEMNE HN DN, FRRILE
VW, AEFNZBWTHEEICDTZ Y EE(E O
HRZFED, FREE(CICHE ) R ditE o5
PHE~IL T EAEERE, BHRERE~%
L, HEMER CNERA, /INERNZU,
INRRRR . AR E) Ik BREOMm, =
AF 4 ANVOBIABIOSESEREEER
OFHZMKEL LTV, BrEIEIHEDRE
RITFERBICEIRIZE <. FRICHREERR,
NAOWRDOEEITEED QL 2E L FiFs
72, HREE T HIREOTRNESH O]
BEThbH,

o BHER MRT THUR T HSICIERE 2580,

— X RR 6

PZWrE CICREIMBRE L, AR RAED =
Vb — VT U2 N T LN A
KRR BRIE D — 4l

INREZ, JIMRERE, KEHRL, AL &,
HAGA

R KRZERSEWZEAT MEEENR

FEBIE 37 Bt 2003 £ L 0 SRERIC S B
SIS WA A HHER L7z, 2007 4 4
BIZE 1 FAHELZAHAZLLESEAR
DX BEICTES PRL IELZH I, 7
oE s ) IF NI THARIXEEL -,
2010 4 8 A ZRMAHIL L. BEES MRI |2 THHX
MEFRBAJE & 22 S 4u. DDAVP S &3 BHE X7,
2011 4F 4 AIZIIBEREAHIR L, CRH Afak
BRI CHRIR TEMERIB R L2l &, v R
ma)VF Y U RIRBBIME S Nz, RS 11 B
1L RIS REIR TIE 2 F6 4 S 4. &R MRI 12
THE TENCEE MR SN, 201244 A
(A BN A BHZ CBRERAE MR & BB T X L7z 28,
RBEEBZ CHERAAZROT TEAEAR L
DZWTAT aA RV ARIEEZ TS,
R4 6 A RICHEMM OGS YEIZCT 7
TN AR RRERE (LCH) DR2Wrds-ouiz,
REIIAT A RESIZT—BMEICHE/ LT
2, I AERICED, B#L VLK
T L7778 2013 4E 10 A I Y B ~EERT & 72 o
7= JLSG special C L X N2 CIBE S B
L7=78, 2 32— RBICTBRRERME & HIWr LT
2-CdA DHEAIREIZET Lz, 0%, BEIX
HEMEMR & 20, Bk~ b BE L2720,
2-CdA (X5 Z—ATHKTE L, ABSaILD
HFARMERARIED = o b — LB L, 4V
B9 E Na ffEE RO Y — RIZEE
DDAVP D EFHEE TxIIS L72hS, Bk L~L D
WEICENT L " — LA RS9
2013 4E 7 HIZiBPpe L 7p o7z, Lo L, £H72
< Na ML & B L~V O TIZ LD FAPRE
L 727 DDAVP NARIZZE R L. R4 10 A IZiBf%
Lot BENKERFTH D, KA LCH
. BOBICERER OB+ T2
WrE CICRHIRIZZE L, ABlD X 5 I2I6EER
BERFIZIR BN LT L TV ABEE N L, Kz
TOREN LCH Fl DG ERRER & SCHRAUE £ 2 28
ZZAWET B,
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e lRRTE
MR AT D BRAF Bin T A RMER D ER L IBFIEDOBIICB T 2 EEIZONT

[ESLS AARGE Y v — R Rile BEIESRE IR E

A AR CEMERAEBICEDILARBIRIIBAFNIDTIC (FANNRTY) Thb, 1970 4RI
FY TICEMRAEORRE L L THEDIL T i WA TR R T- 1202, SERREEIT
5% KM CTH D, 4F TILEEL OFEYEFIENBR I NI, 2010 FLIRNIZIX DTIC AL 0%
111 FEFEBRIC & > C survival benefit DO LN HIEIZOESE o7z, 2O L OB L
Z A0 FTbTn o TESD 2o I B BAJEDORYRIETH 505, ITERRE S-S FIEREK
vemurafenib {X DTIC & DB THE LB M Z R L 2011 FKE FDA IZB W CEMEEAEOHH
JRIEER L L CAR SN, BEXER OB BT 5 E BAFEEELREREO VUL S TH 5D,

BRAF & /327 '& 1% [RAS-RAF {mi#E%R) OEE/AENEESR T, BRAF BRIZ KV BERNERIE
P SNTRBEIC 72 2 & IEB MM O VEFEIZHIEI N RE & 72 5, Vemurafenib |3 Z OZ T BRAF, H
IZ BRAFv600 ¢ F—E Ikt Lm WM 2 £ - TIHET 5 2 &I L 0 EHEOBEEMHEICT R b
— VA EFHE LGIEREN R HEET D20 FIERE TH 5, BRAF B 74 13X BRAFV600E ~DZ
2R H% < AANEOETBMEEMEAIED 50-60%., AAAN TIE 30%RBEICA DS &5 X
T3,

Dabrafenib I vemurafenib [F45 BRAF [ T & % 2% BRAFv600E {212 C BRAFv600K Z8 2 & 56f
Sl U CBREN 2013 4E1213HT 7212 FDA 1B W T MEK PREH trametinib & & & |2 HE M B E
WX ATREIE L LTHRA T,

HEMERAREOEN &3 7T IR EREEIZ R T BRAF BB IIFEH 7 driver mutation
EEZ DI, TOMIZH BRAF ZERZER & LEAIPBEREINTWDE R, B E ThAETE
ETE5HDIF0E Db, 5% drug lag DIEHZ DI L, BARTH—H b B IFCK & AR
DIREEFREIZT S Z ERMETH B,



BERR2

LCHG:%'T%%%?#%'%% (http://www. jlsg. jp/papers. html)

$22E B EER (2013. 10)

1) TBRAFDVE00EZEE D & 5 IS EIEH M D2
22 7 Erdheim—Chester & & LCH IZ %t 3 %

vemurafenibDBIH 725
Dramatic efficacy of vemurafenib in both
multisystemic and refractory

Erdheim—Chester disease and Langerhans
cell histiocytosis harboring the BRAF V600E
mutation.

Haroche J, et al. Blood. 2013 Feb 28;121
(9) :1495-500.

FHRRBRIE X IER Ik~ 2 TR 23 RE A
DHREBRTH %, BRAFERGRFOESL
B2 T dH HV600E & £ 1. LCH D 57%
Erdheim—Chestery® (ECD) D54%IZERH S5
. MOFRREEIZIZA N2, AT ) —
< B VW Tk, & £ BRAF O [H F A
(vemurafenib) 12 & HAERYEE CTHEFERILM
4%, BRAFEIEFDVE00EZE R D & % 15
B, ZHREETIECD 345, & & U 2 HiR
ED I HLCH 261253 5 vemurafenibiBHRIC
DOWTERET 5, BERA, £%5H (CRPHE) |
R (RRFEAR) . JBRes®RY (PET, CT,
MRI) ICEREFEZFFMLZ, &flickB VT,
vemurafenibiBEIZ L V. HEEIZEH & 072 e R
B KOS SRR R B E S, IRERRRL)
A # OPET/CT/MRIME AT K Y FEE OHFE/ NS A
LTz, 1618 T, 1B E1~40>H O/
TPETHTRIT EA EALGE LT, KR E L TR
BUEEME IR - TV AP, 40 OB ED
R, TBESNRIIEE L=, FlcA&sRann-
BRAFFHZEA| T & % vemurafeniblZ L A 15H 1%,
BEIE CIEHEHIME OBRAF V60OEZ R D & 5
FRERIEIZ RS L C. BRIZAEMITO D AR T
ITEBENDHRETHD,

2) TIL-1TAZFEOREBIILCHOREIZ LV £
725 ¢ IL-1TARG S & fRIR 9 % A REHE )

TL-17A receptor expression differs between
subclasses of Langerhans cell
histiocytosis, which might settle the
IL-17A controversy.
Murakami I, et al.
Feb;462(2) :219-28.
LCHIZ, BE T v 7y AR & A
DY U XRMIEN D 7R D YRR B T D,
LCHIZ Zfiggs (MS) BlFE 7= 3B —fas (SS) &Y

Virchows Arch. 2013

EETH, BIE., ZnO0RAERESIT S
BRSSP F I3 S TRy, IL-17AH &
DWET IV EIL-1TABAER & LT IB RN 1RE
SN, ENHITEL OmEFEERHLT
Wb, EELIX, mMIFIL-17TMEDLCHTE W
T ERLUEN, MIBIL-1TMEL Y b invitro
T O IL-17TARTE M O Ml ia fl & BE 23 LCH D B E
ELFBETDE LT (T72bbIL-17A%F K
v I R) , TR LT REVIZ, MOBFEE T
IL-17TAH O WMETFT VAR MEE TEX R o 7=,
Ko T, IL-17TA & X UED ., £ T
Wb, Frexid, IL-17AZFR (IL-17RA) 38E,
L)L & W) TR ARG T DIL-17A%
G ERT Ry 7 RIZRD AT, SEEEE
W2 X AIL-ITRAZEHDORE L Lk, MSH
(n=10) TIISSH! (n=9) LV EMETH- 7
(p=0.041) ., GSE16395 mRNAT — & O F-fEHT
WXLV ZoZ L E2HMER L, MIFIL-17TAME
IZ. LCHEEFE (n=38) TiIxtH (n=20) kv &
fi (p=0.005) TH-o7=2., LCHOFEEIF TD
Zix o le, Fxld, IL-1TAORNZWET
JVEIRE L. IL-17TRADFEE L~ L D FEHLCH
DIFFLDOWEICEETH D LR FRT 5,
IL-1TRADT—H 2 X 0 | IL-17TAGm4E & IL-17A
NG Ry 7 AIERTHTEZAH LRSS, MSH
LCHIZ%F L C. IL-17TRAZER) & L 7-1BF k1T
AREME B B,

3) THARLCHIFASIZ X %Special CHRIETIA
B I N BRI ALCHO TR |
Therapeutic outcome of multifocal
Langerhans cell histiocytosis in adults
treated with the Special C regimen
formulated by the Japan LCH Study Group.
Morimoto A, et al. Int J Hematol. 2013
Jan;97(1) :103-8.

B ALCHIZ XT3~ 5 3 Ri e 2 HEIEICE T 5
fERMITIZ & A LRV, BARLCHIFZEE T, B
ALCHIZ % Ul Bl # 28 Al BB 722 TR RTE & 5T
L7z, AR I MR S 75 14pl 0%
JR AT D B NLCH (47 s P S fE435% | 1 FH20-70
%) DEERI N, LAENZ, LCHIZk3 51k
BIEEZ T TNl o T, ABNT L —fiR
L (SS) | 106X ZEEEE (MS) TH o7,
EHIN, BT IFTARAF /T R=yardk R
M UFY— FO2BEERZBIZ, 6 - AT
N7 B NRZ D A 723618 fE D IR,
Special CLY A L CIRIE S L2, T DIRED
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B THEE T, SSEUILH CIEEMERE 2 72 <
720 MSELX 106 B IRERIR CHIIXIE
EERAETE R, AN RIS) B oTe, &
RS (PRE34N ) T LB AETE
(SHNTIEBMER A H I, SPNTTEBIMEIRE &
D) LTCWk, BEHILE3FD S B, 161X
Special CHEEHRICHMIZ LV ., 24iXSpecial
CHEIELIEDIEEFIRYGMEIC L VT LT,
JEBIE N Do E WS RBFITH D0, Z D
Bl o VEREEIE LR ALCHICR LES & 2 5
N5, BICERESSEITHE TH 55, MSHY
TH¥EIIH L TUIERTH 5,

4) TNotchiXLCHTIEME L L TRV . BhRHIA
IR 2B R T 595

Notch is active in Langerhans cell
histiocytosis and confers pathognomonic
features on dendritic cells.

Hutter C, et al. Blood. 2012 Dec 20;120
(26) :5199-208.

LCHIZ, T > 7 b2 Z MR ARAERIR M 203 4 5
THMDERTH D, AW TIrX, LCHAEAEDS
TE B PR AR AT IR M A O B BRI AR 720 T
BRI U NN AL L B AES
DERE a7 7 A NV L, B BHR A
DEFERH B Z EH#H LT LTz, Notch Y H
v R TCoh HJAG2ITEEE L 7- LCHA fa 3 L OV
gk OLCHAAEIZ D AF8EL L, LCHAAEIXNotch
VB REFOZRIROWE 23T HHE—
ORI TH D Z & DN FFTIc X - TH
ST oTn, BT, JAGZD T 7 F VL HE
Bk SRR R I C LCHfa g L I B~ —
—RBETHZ ENbhoTz, TDZ LI,
LCHRIEIZ BT BNotch 7 F VAR E D HEFERY
HEN BRI L TS, JAG2IZTE -, LCHREIZ
BWTERKE L, LCWRE COMBMEICEE
T AHMMP-1 EMMP-120 BB EZFHE L7z, ZDFH
Bx, BRI A U3, BEERICEB
Bighotn, RHFFEORERIZ. JAG2EN L7-
NotchiEMALIZ & 0 LCHOZERTY L HEREAY 1%
BEERARIC 26 3NDZ L E2REBLTE
v . Notch 7 /L DR EIILCHORE /1807215
FRERIE b Liv7euy,

5) [LCHDO¥RIRHIFE TR |
An exploratory epidemiological study of
Langerhans cell histiocytosis.

Venkatramani R, et al. Pediatr Blood Cancer.

2012 Dec 15:59(7) :1324-6.

YN ATEIZE A=y 7RO AFEIC
BIERIZEET A, LCHICREE T A fEfRA F %
B L7=, 60BID/NELCHE | 150610 F v &
ABEREN - RAEE > OH RV AL

1To7-, FRIBEEBOFERE, FHEOFTD
BREE IR OREOMBE, BEREEICO
T, LCHEE & ST RRBE DI ETAIIC B B 72
EIIRD o T2, LCHENZ I, DA DFIERE
(OR2.5) | HIRHADRIERETE (OR 2.76) |
BRI L A2HOERBROMERE. AMTHEDE
#& (OR 2.48) BNX VW Lhoi-,

6) TREIREBFIFEER DR ALCH : —RMEI

REHEESREETHD]
Langerhans cell  histiocytosis first

presenting in the skin in adults: frequent
association with a second haematological
malignancy.
Edelbroek JR, et al.
Dec;167(6) 1 1287-94.
[%5 5] B ALCHORIFIEIR 23 IR ZE T 5
ZETENTH D, WIRECTER, Rl
BOIHDTA BT A THESL L T2,
[ B8] RIBIRE B FIFIER DR ALCHIZ B U
T, WO XLV BWIREE, 1BEME & BRK
RiBEALNCT 5, [FHE] 77 - FEE
VY fES L—T DD F—D, RER
2R HFEIEWR & 3 D B ALCHRF 18451 & fR AT
L7z, 2IERLEk & B DARIEARZRE L.
BT — % 257, RENHIFER O ALCH
WS A M EE T2, [HR] +21
JREIRRER DS S T 166 H 35 C, FZELIS DI
BENRO0oTe, 1FNTERRRZED H O (R
FHICLCH & FERR S 4L, 2612 B B B BOE
BERHBOMNo Tz, BBEET, 186126
JB LA DOLCHIRZE DS HER L7z, 55128 IR MR
MEMEIEE 2 FIE L. 2612 (B BEEkMER
My, VDS HERRER M ERIE, 1BV E ATER
ARARTUBHAAR U o JE, LBIDSRAEMETHERE Y
HNETH o7, LERE TIL, LCHZWT DRl
2 YRR B I R RE S & BT S AT BB
el -7z, [FEam] Ao RIL. &
R % B9 5 B ALCHRERE |3 R MR BE M I iR
JEIEERIET AV RATIBENI 2R LT
Wb, L7zmMoT, ZDOX D REFIZBWNT
W, RIERF OFEM 2R B R & RO
753\‘/2‘%“63?)60

7) TLCHIZRH T B3 Fu s v ¥ F—PREXR DR
BEEEZRL -DOREHBRILENB LT

Br J Dermatol. 2012

AR AR PR A |
Immunohistochemical and molecular
cytogenetic evaluation of potential

targets for tyrosine kinase inhibitors in
Langerhans cell histiocytosis.
Caponetti GC, et al. Hum Pathol.
Dec;43(12) :2223-8.

2012
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LCHIZ, #hfilRo—RThHAH T TNy A
MO EFIC LD ENRERT, WERIZAL
D> ULV, LCHERE T3 A e DIRRIEIX

WBEIIEDTHDN, —BOBREIX
HTHoTm VIEREMNHBALEZY 5, &
> T, FRBFREOREILETH D, &
. LCHDOW L 2D fI Tk, S kb3
& o T/ B SR EEFE IR T 5 254 (PDGFR) o
BILUOBHB WL KITORBENHERIIL, =
NHDBEOD—ERIIA VNV, T =TT
TABREDNENRBOON T EBRESN TS

P%WaitiBLﬁ%ﬁ%W%ﬁO@®m
BERBETH, AVIVEBA~T =T ORI S
%, ABFZEO BB, LCHIZ B W Tkt
L —h—%FMML., FrT I —
FPIER CHRERRERGE AT & Th b,
UEIOLCHD RV~ U VEERT 7 4 el
MR R 2B Lz, ®RE LT, RIEMK
BX (n=5) BILORBHEMEY »/3gik (n=7)
Z A 7=, S100, CDla, c-KIT, #3J U'PDGFR
a & B OFRERBIFE A% 1T > 72, PDGFR o
& B DELEFEESERHET 5720, FISHAF
Wb EfE L7, 14 OLCHD 9 H4f] (35. 0%)
2. PDGFaBMETH o208, 7V 104 & 3
TOXRE Tt F I35BEETHh - 7o,
PDGF 8 B & ONcKITIZatE T2l TRETH
7, FISHfEATIZ. DNADNRIFTo - 728479
_RTTEMETHo7-, PDGFaBZBWE L TWD
ZEnD . LCHOER O—ERiZTFa ¥ —
YIHER|THE TE 5 HE
LCHICxt A Fa v v —ERER DK
HKBREITOMERDHY, NbDO—T—%
T NETH D,

8) [LCHIZI T Bgelsolin&MMP-12DFH#IZ
*THEE]

Prognostic significance of gelsolin and
MMP12 in Langerhans cell histiocytosis.
Seo JJ, et al. Korean J Hematol. 2012
Dec;47(4) :267-72.

[% =] gelsolin&EMMP-12{%, LCHTHIA L T
WA EHEINTWED, BRAEOEKRNES
T RHATH 5, LCHE W S T2 BE DERIRSE
REZNHOEABOEEZRSN L, [F
] LCH & 22 & 3119987 5 20084 D 12 B
BIEINTWALAREBEORKT — X 2% FHA
WS LT, A= VEENT T 4 A
EARZEH L., gelsolin& MMP-12 D46 5% KH A%
b T fToTr, ZHHDHE I EDF
B ~UL L LCHO FR R AR & O B & o3 4y
Lize [FER] EERER & CDlafGHEIcE Sy
TLCH & ZWr S hui=3661 (BHE2041. ZeiE16641)
WZRBWT, RSB LR N i Th o T,

TR

MEE2RIELTWVWD,

BEEEO P IEIX622> A (&P : 5-207) T
HoTo, gelsolindFHILIZIE I E T, 1741
(47.2%) TEFH, 1141 (30. 6%) TR,
W]@Z%)Ti%ﬁ% DI o T, BEr

ICHET ‘iiﬁﬁ><>f;%>0)0) gelsolinE 38
@%@%ﬁi%ﬂﬁ%ﬁ@ LU R gZRREN S VME
AN o7z, MP-120D 3 FIE7H] (19.4%) 2
S, MMP-12F&tERE L Ll L, ZiEating
< (p=0.018) . EA X2 NEFERNPEI»-
7= (p=0.002) , [#ia] gelsollnéjMMP 120D
FIEIL, LCHORERRRIE & BAE 9 5 FIREMED &
wqmmWﬂmﬁﬁmnw@ﬁﬁgkﬁﬁf

BEMEN D 5, umwﬁ@mﬁﬁégﬂmnn
&Wme RECEREFALNITT DD
k%ﬁ%lf@é%&éﬁ%ﬁ%%f&éo

9) T{RASZREIZ LV 19824E %> 5 20054E 124 F
Niz/MNRIZEIT BLCH)
Langerhans cell histiocytosis in children
born 1982-2005 after in vitro
fertilization.
Akefeldt SO, et al.
Nov;101(11) :1151-5.
(B8] BAZRICET AT —F 2 G AT E
FHAREE A =2 —F VOB AEREE AWV
t\%ﬁ@x?xw?ywm%?m\ww#
520054 TR S s CHIAE L7/ hNRICB W T
LW@%V%##@MT%&%iéﬂto;;
TlIE. ZOEMICHBW T, LCHOZ W 2 W2l
LCH@V\?MODWP?EMJS‘%GC%*/\0)75”’@%}%&‘7‘:0
[ FiE] A2k THA Lz~ To/NELCH
DERETHFLZEUE L, LCHOZEMAIE LW E
) INFEND Tz, EEBDRFEL RF/?TW
MBI 5199225 20014EIZLCH & 2 &
tmﬁw%~&&m%tto[ﬁ%1m%x
FECHIAE U= T OLCHE 2 FEZB L7228,
T20024ELIEMICHA L Tz, 2 b D/hNR
Bl OFRRNT, BIE TITe o=, BAZRET
HAE LFBEEOLCHRIED A v XHiE, A hv 2
AL LD1992-2001 5D/ N & B L, &K T
3.2 (95%EMEXR : 1.4-7.3) . 20024ELARNIC
EFEFNE/ARTIE56.2 (95%1E 8 XM -
z&ug)f@oko[mmlumw%r%r
1. 20024E LARMIC RSN Z R ICE ST /NR
ﬁm%moko:mgmw@m\%@@%ﬁ
T hoT-, ZHOF R, LCHOIRE %
BT 57 DICEEND LRV, £OR
RAZ BN TR ZHE & LCHF JE o B 1 % BR
BT T A ENLEEND,

10) 5 7o~y A AMRARRRBRAE D BE 12
FAF-187VFu T AT I ra—RADEGE
FHRNWERE/ 2 Y — W EREDOR

Acta Paediatr. 2012

_14_



R
The usefulness of F-18 fluorodeoxyglucose
positron emission tomography/computed

tomography in patients with Langerhans cell
histiocytosis.
Lee HJ, et al.
Nov;26(9) : 730-7.
[E89] LCHIZ, BARERIRT 2 b D0 b AT
HERELIBICELH F THRARBIZZEIET,
R REELHES BB D, F-18 FIG
PET / CTiZ. LCHEEE OFHIIZERH T 5,
LL., ZOHEKREZRIL, LCHORARNIE
IR Wz, K< IATWARY, AKHF
72D BAYIE., LCHEAE 2 AF-18 FDG PET /
CTORKMAEHELZFEMT 22 ThHD,
[H1E] JRERALRR P AUICLCH & 2T S 7= 12451
(CEYEER17. 817, 9%, /INETHI. B A
DT —H _— R Z % FHEBNRRET LT, 261X
1BIERI1: T, 6BITIRERTD A, MFNITIREE
|2 A2, F-18 FDG PET / CTHRE & %1 TV 7z,
[#ER] 9ff] (75.0%) AE—fmaatl (HEimH
L LRERETe) . 3 (25.0%) 2LlEEs
B ChHoTz, TRIERTOSIV (max) 1. ZlEss
A F 7T B RS S HA I, BE—fRasEMm
RERNZ B EIZE N> 72 (3.29£2. 52 vs.
1.63%0.52, p=0.025) , 1LV = 7 iges (it
B IO BEBEEOZESE ThHo T,
2N BT, EROBEBZEE TR TE 2
WEENPELCHRZ 23F-18 FDG PET / CTIZ X »
CHIBA L7=, F-18 FDG PET / CTIC X B8]
B0, 2BINEMREHERE, 2B ERR EHIE S
77 [fEeR] ABFIEOFER M S, F-18 FDG PET
/ CTiZ, LCHERF B W T IEEMERE O H.,
WAL OHIE, TRERS DOFHE., FRARE DR
HIZERHTHDZ ENREBEIND,

Ann Nucl Med. 2012

23\ BFrFEMEHR (2013. 12)

1) TLCH : 2003%> & 124F DREE D =RIRBE TD
BT REITHT]

Langerhans cell histiocytosis: a
retrospective analysis in a Korean tertiary
hospital from 2003 to 2012.

Kwon SH, et al. J Dermatol.
Oct;40(10) :824-8.

LCHDYE R 1L, F OF M L IRE N Ll
IR ESTEOIZEE LY, RFFEO BRYIL, B
KT —H ¥ Z— (CDW) %= LT, LCHDZE
FHIRFEEAOPICT D2 ETH D, 20037
5 12F DM O =B IRBE DT~ TDOERF >
55 7230F|OLCHABRE DR T — % %, CDV%&
MEBETHZ LITED, BEFRBIZHIT L,

2013

Bai32.8:1 ThoT-, BIEEBITIAERTAH
MH57RE (FIMELSEE) Thotz, 2D H b,
36. T% X105 A T CHIFRIER N H o 7, W
D2 AR B (66. T%) K2/ (16.7%) .
fifi (13.3%) . U %81 (3.3%) THo7z,
BRIERE L EREDOZBRAN1HH Y . £30
BICIIREDRH o T=, BH—gasil (96.7%)
DB, 69. 0%ITBRETH-T=, T DL
I, COWE ST L C=RIFBED T X TOEFI
DOLCHIERI D EERBFFEEZH LN LT Y,
FHVBRBOFLWEFENT a—F & LT
COWD IR kB 2R LTV D,

2) [/NRLCHIZ BT A VEGFE & Upb3/3A1 =
— 47—

VEGF and pb3 biomarkers
patients with Langerhans
histiocytosis.

Mehrazma M, et al. J Pediatr Hematol Oncol.
2013 Oct;35(7) :e292-5.

[%F5] LCHiZ, #BHRT 7o~ 2 lfans B2
WICEBTAMBRERTH D, [REMHRE (E
—lgeR) B CIX, BRIBET 52 &b HH D,
ZlgaRi i, 1/306ITEaREEL X~ LT
“ARRETH D, LCHOIRHEIZIIT Hp53B L
M N R PEFERF (VEGF) D& EIZHiET L.
REORELOZNLLDOEEIZSOWTHND
CENEMEORTH D, [FEH L L]
LCH & #eERZ W S 3u7z, 26617 B 157 A RIEAR
Tpbh3B L OVEGF O A ML F B E2 B Z
oty [FER] BH13f, LM136ITh -
T2 FRIERFFEEIT2A S 185 (41, 99>
A) Thotz, g1 61% (BIRsH, %
B8 Thot-, ZiEasilof)iXE —fEasil
OHEE D HLEETH -T2, pb3Z 37 1392%
DOFI TR &AL, — . VEGFIZ61. 5% DFliz
BB LEL IZEE ThoTz, [FHw] =
Db, MEIHAERETFIL, LCHOEEKRRRE
WCEAE L., FHROBEICEETH D AREMN
HbD, LnL., TVEZLDEFITOILRD
MENLETH D,

3) [HHELCH : hNRLFHE., RAICBIT 2
R, E. WO LB
Langerhans cell histiocytosis of spine: a
comparative study of clinical, imaging
features, and diagnosis in children,
adolescents, and adults.
Huang WD, et al.
Sep;13(9) :1108-17.
(%] FHELCHICEE ¥ 5 CikiZ 4 £ Ttk
HHMN, 1FEAEITTOEHIEIC OV TR
SNTW5B, MNR. B, AT 5FHE

in pediatric
cell

Spine J. 2013

__15.._



LCHDOEGPR B E L ORI DB W IZ DV T ERE
L=xikixzewy., [Br)] B2l s2o)
iz, NEL BE. RACBT D EFHELCHOERIR
BLEBOEBEVERIELRATIZ LTS,
(#7275 A ] FHELCHO/NER L O A D

% EE T, DERI] ks TR Z )
=g LI iER],  [RHAESIE] SR OHRERY

7o S RE, MREAREDT-ODOT T
VREE. Eife L LTXER, CTRB X UMRI, [
%] 19964F 0> 520104 DI X fa gk THERRS:
B2 ST~ B HELCH, 76BN E 2% )7,
FRHAE L OV E 72 iSRRI FHER
EOHDHEF ORI B LT, FlcEE o0
T, 20D T N—"1250 1=, 7 —7Ti/h
BB L OHFEE (18R, 4061) T, 77—
FINEARA (18RELL E. 3661) Th b, Fhn,
PERI, BREREIR, Ef. BIXUBZEIZONT
fENT LTz, WELZERIZWNIL. WA OSHE
BEFIZBEKRERICE VT 7=, [#ER] 76
B D 5 HBEMESH], 215 (Bt 2.62 :
1) Tholz, EOEELIwAIL. 2B
TRLND KL —RAZRIERT, —HoBHE
TIIME— DIER Th o 7=, BHED FTENHIRIL.
N IR N TEVEIR TH o 7o, 3THNIARRR
FERA R BTz, BRABIDIZ D BHERERIT
Zho7- (p < 0.005) , WEDOSAMIL, ZEHE
Db <, WWNTHKE, BAUHETH - 72,
FHELCHD /NI B & OVE 41 0 Bl KR E 5 T
1. IR REHOFT AP R o7
25, BB T EBIAIET B Cid e < B xR
EOFEHERBE R Lz, 27 V—7HOCTAF
¥ OBEBITEELIL, &6 THERB L/ 72
IR ERDEIEMRE N A DI, 7 V—T71T
JEZ51E. MRI TISEFREE C. 1661 TIRE 5.
IBFITEERTHoT-, MRI T2FRFHER T,
9B EENLBRESES. X0 OfliEm
EEThot, FNA—TFIITiL, TIHRFAEE
T, 290N B, THIIEZE B, T2aiE &
TEHNIEERTH o, EFHETCERRIER
B, IN—T1D28%], 7 —TTID23%] T
iz, ZA—7I0156], T A—TFTID236FIT
EEATHMEEZRD-, A== —7
BEETIIZ - A E, A= 1D214)
WZB BTN, Z—FIT TG O TH -
77 [fEsw] FHELCHO B b — i ry 72 R R GE SR
1 SEOEEDNE A, IR THEHED FTENHIFR,
MEEIR, B TH D, MRIERITRASNC
£ bbb, BIEHIZ/NRL L OFEE O
AR EBFTR TH DA, ATIEENT
BHD, CTid. FHERZE OFFHFH 72 R & b
HT 201285 LW HETH Y | MRITEFRES
B A T A DICEETH D, MRITOD
F—N— R Y — TR, DR FETIL,

FHELCHZ T Tl < REHED RS L
VN, TRIEERIS A ET HRNC, CTHA R
HAEREEBT NETH D,

4) THR% DLCH]

Langerhans cell histiocytosis of the orbit.
Kiratli H, et al. Eur J Ophthalmol. 2013
Jul-Aug;23(4) :578-83.

[BE®] LCHOBHIZIIEB/RORMME H 5, K
e T, Fox OEERRRER & IRE OLCHO 1R
B Z R Lz, [JFiE] £ CrREZK =
2iE R L= 1TRIORRELCHO# 5, FEH
I ANDr— AU — X, FEFMIEB X,
Fhff LALFRIEAS~DOKISHE, JRAREE DFEIE,
[#EE] 13#1 (76.5%) BHBMET, WK
B 132-398 (£10.75%) Thol-, B bH
EoEVERITIRERZEH 8f1]) . kW T ER
iEiE (4) Tholz, IR AE, 66T
IREFERFRERDT, IMEORBEED H 54X
Rhotz, BIEAEREA R D Z < 16FIZ, K
WTHEBRBEZMBNIRD =, Tz, sHiZix
BEEE., KRR, BEEE. HEEFT B X OEEE
BIRENRD - Tc, ZERITREDH 55172
Moiz, 1061, BIFRENRZY 66 | £
BERENDD BF)) 72Dl BT T RATF
> (0.2 mg/kg, 6-122°8) OIFEEEZZ T
77o APNTAIRAICIEE O EERENTE T,
B — B R 2 CRR B M 0 IR 25 BT oD BRI AR ek
BOHHIPNIBIEEERATaA ROEHE
5 (40mg/m2/ B . 6-103@M) == 7=, #BE
M o RfE46m A T, FRAVIE Z FUE L 724
X720 tz,  [fEm] RIRAICERETIRTE
FE—EEOMITENLL EOREBEEMLEL L
RS LR, EETIRAARREEE I
LHRBIRERHAT-HE LT ITRAF AL D
[V % 5 T T 0] D 34ERF j5 D R A TE
KII90% Th o7,

5) [FHZERDOINFEMELCHOIEFHHTEHE)
Nonoperative management of  solitary
eosinophilic granulomas of the calvaria.
De Angulo G, et al. J Neurosurg Pediatr.
2013 Jul;12(1) :1-5.

[ BA9] BEEFOIMAEMEOLCHIL A b —HRAVIC
X, AROTIBRCIER I TWVWS, £< Ol
FEELCHIXTARE Ik E L, Bl 58
FIRIEERIRECH D WV I RERERREET D
7o, KW EIToT, [FiE] &N
145 O IMFEME DBEZRLCHEZ RO Lz, 6
BlL., FHER X0 £ 7I3RABHE D TTE#HIZ
SV UIRE ST -, o8N, FEFINER (B
MR BER) 2R LT, T3 8B RRKRER
B EgERERE TS, [FER] 8HIH 141

._16_



X, WEDODOTHRIER ERADENDTZD
W20 A BICFIR 2200 -, BEHM6-19/H
(FoefE12228) T, MOEFITHT IS F
Wa L Lo le, T OTHIFRLEE,
RIERFIZIE BN Do T2, TIHHHE HITHEA
IXFERITTER L=, BB 2BNIEERTH o 72,
N P RE 7R B DR E D THNZ A B, &
Bl TR E LT, 50 TR ZEANIRE
IT5ERIZHE L, BA2NIITIEZRICEE L
7o [FEsm] B OEZEFTLCHO HIEHE T D
BIBBRIILZEN>EENRFETHY, £
IZ X > TRYBERABBNAZRET D
HE LL7Zauy,

gé%ﬁﬂﬁm;n%ﬁ%%ﬂmﬁﬁ%&ﬁ
]

Therapy prolongation improves outcome in
multisystem Langerhans cell histiocytosis.
Gadner H, et al. Blood. 2013 Jun
20;121(25) :5006-14.

B 7 RS B 0y TR W S g ER B LCHIZ X
35, VA7 BEBRULIEE. BFEEb. 18
RIEE DRI EAZLCH-TINC X W HEE L=, U X
JigeEEoEE (REHVEFI R, B
HARALEPEYRZ) X v ERE L. 4004184
FAREMEAEID T LTz, &Y A7 B, 6
Moy 79 2xF o+ =y (7F—
ALA) FREE YT ITRF U+ L Ry
+AY hLEH—h (F—AB) ITEESLENY
fRF L, 1E-iI2a—2BE L, BRI
BNH o T-HIE, F UEF OMAEHOEIZ6-A
VBT RNV o EMATHEREREZITV., R
TEEMRIIX122° A & Lz, 6/12MBE R TOR
R (EBT1%) . SFEAEFE (84%) . 54
AR (27%) X, MEETER -T2, &
B R&Z Lo, BEOHKRRR L iR+ 3
ELRUCIUVRZGEOEIY A7 BHIZBWT,
BEO6DH BIEEDOLCH-1 & LCH-1TIZ h X,
EHFRIZEL (LCH-T 62%, LCH-II 69%. p <
0.001) T. BRRIIIE) -7 (LCH-T 55%.
LCH-TI 44%. p <0.001) , 1KV R &I
TS AF AT L R T o b IBEYS
17z, 6EFSRTIREISD H - T FlIE, #BIE
EHIR6 A 7213120 B ICEEAE Y 11T
L7z, SEMOEREIL, 20AD T — 4D
(37%) DIEFH M6 AMDT —AC (54%)
ICHARTEHEEIELS (p=0.03) . 7=, 60A
IBEDOLCH-T (52%) B L ULCH-II (48%) I
HRTHEFEEITELS 3o 7= (p<0.001) ., =D
X 91z, LCH-TII Tk, IBEHIFOERIZLD
B RVEEOFRRIZBO L. &V AT
ZA NP UERY— NOFERRMEIX Do 7203,
AEFREFRBIIBEOHERRBR L VLEL

. (IR & B F 5 NCT00276757
www. ClinicalTrials. gov)

7) THRALCHIZXT 527 T KU BV (2-CdA)
WL BDE LR B—EROTH DR

B

Cladribine (2-chlorodeoxyadenosine) in
frontline chemotherapy for adult
Langerhans cell histiocytosis: A
single—center study of seven cases.

Adam Z, et al. Acta Oncol. 2013

Jun;52 (5) :994-1001.

[F&] RALCHIX, 2B EFRERZEL,
TERDIBEIEIHRTT DEFRIT—E L Tleuy,
FNREETHD, 7T R EY (2-CdA) @
BRI, BE LEEREZERAEIZBWT
IRENTETZ, ZO®RFHBOMITIE, F—
BALFREIE L L CO2-CAAERIE R T T 5,
[GEF & FiE] ERICEZVICHE W S 7=7
Fl o B (ZhEsEeH, Z2RETILE]) 23,
2-CAAMETE (Bmg/m2 (BHIIXEZ T, 2611L2KF
MEE) OFEToHAM. 48E) 24-62—2R
(FgfE4a—R) ZiF7=, 26 TiX, 7o
RATZ77 I K (300 mgEiEA5HM) CRIBKE
BARNVEY (THFYAXY 2 24mgE 0 F 721X
AFATL R=V o 250med ks HR) %
2-CdAD =1 — RIZHEF . 200 Tl : (2
J& L BIRAEIZ20G6y) | 1B CIREBHREICK T
53R (PUVARRLE) TR LAk Lz,
[FER] 2FICEEKRDIRERRELN, FY be
Vi ERE (PET) 2L - CHER SNz,
TREZEE LD 26012 & 1066 (86%) 12,
EHEMNEONT- (BEYR15-94028 (F
JLE3TAA) . 49.8+35.2%) , 14IIE, B
MOBRBEREEZ L, SORIBEZNE
& L7z, IR ESEMIX. AlLKEL AT L
T 5 —EFR R EEEIEI TH o T, /' L— K3
U L RERBD 355 (T1%) . 7 L— R3DLF
FERIBDEN 1] (14%) ([ZHA BT, [
2-CdAlX. HEAIH 5 W i fasEsEimEto H 5
TIXNMALEI L BB RERNVE S L OMBE
PDET, ZEHRESCEREEREDOLZHRER DA
igMﬁLf\%ﬁﬁﬁwﬁ%&%%%ﬁﬁﬁ
éo

8) [HHLCH : kAR —F vy v 7AW
235975 DBRAF V60OEE R DBHEIT—8 T 5 |
Pulmonary Langerhans cell histiocytosis:
profiling of multifocal tumors using
next—generation sequencing 1identifies
concordant occurrence of BRAF V600E
mutations.
Yousem SA, Chest.

et al. 2013 Jun;143

_17_



