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1. #3

1-1 [EUSHIC

XA 27 VN ZHAREHERSERE (LCH) (&, 2018 FICHFRIMTEMEE(CRAT SaREM I R
[ =@fET. LCH JEf R 018 E [ RIFHEME) [C X > THRIBRGSIIERNRIES Nz, BARIMKRF=EREH
B P HARIEF IR E R - E R TR E U LCH £ZEZEFRAELMTHON. BRICHITS
A LCH FFEDREZERSMCLTER T

CNETHARIZBVTIE 18 MU LEDBRAZERERE Uz LCH B2BEA1RSIUIITEELRN DTz 52
BHIRSA VIR BREOBERICHUTIE T VRICEDVWEREAH EHRLARIVEEEITIRTT S
EDTH D, UHU. A LCH [FHEMERETHY  HRNICAHATEIE TV ILAILDORE\ERERFFZII IR
S5NTWVND. COEIRKREREZ . ERNRBEAIR SV E/ER T DRIEREEL T FFHRA LCH D
ARSI E Z EEE CIL<ERMT & ZBHNICIEZ2EDSRAIR 1 ZRE Uz AARIE. BRAD
FRA LCH [CEA9 BERRT — Y ICE DI EH ETo> TV D,

1-2 {ERE

B HERFMEMFREEMEECRAT SREMRIIOMEEZRLIC, LCH DERKEER/HRED
BREE I 2EHDOEMIRDSINER T SRR SROSBAMERDZHDT—F 0T IV —T
Zim U7z, Evidence-based Medicine (EBM) DEZ AITAD T TERRITEHNGIET VX
EHME T D LD ICXBEHIFRZ1T o7z UDN LA CIET 278 ITE T VABRTRU TV SRR EEH
VEICBEERDONSFEICDOVWTIE CNXTHRIMHNBERLU CS MR EEARE U T, 828 - /a%KICES
THEER 27T DIREEUVTHRED(H1~H27) BRRAVN—ICL2TIRART DITERLRWVITEZ
SERNEVIDEIEICLDHREGVERELZ (R 1). SEHH TOEHSE UV THRERBICEET S
Rz Al ICLERIREEREOHZEIERL T FRIICTHMEE DN RB Z1T o7z, 606 BAEBEK M RERZ
2(18.BARS V5V 2 HBSEBERER R V)V — )  $EATEIIRERERE - s M EEIC B89 2 AEH
I LCH EBERLVEREE .

(T HEREAIN—
D—% 55\ —TDXIN—IRIEDEETHEY TH D,



() EEBTHMRICRETSEaRDESL
FELHMREICEATIERNDEEGVE AGEVWERIRZEN 95%LU L) B(EE:REMN 75-94%).C
GBFHOERFRN 50-74%) & LTz,

2. BEE (KB

HAMBRFREEEHRICL D&, 20 MU LOBEBIKRRES CHREZVL\ONS 70/ ZHpaHER
BRiE (Langerhans cell histiocytosis: LCH) TdW RV THEREKAE. TIVRN\AL-FIRXI—5R/
(Erdheim-Chester disease: ECD). ORI TV (Rosai-Dorfman disease) @ &N\
<HVWITNERMRETH D,

LCH [&. 1900 FtELWIFEEERMPIZFE (Eosinophilic granuloma: EG) . Hand-Schuller-
Christian (HSC) #&. Letterer-Siwe (LS) & E£<HEDELSD 3 DDFINDEEELTHRZSN
TUL 2. 1950 FIC78Y mEBERNICINS RV ITNEFBBERDISIBE TS EMHIRAL
Histiocytosis X EUTEEHOSNI=MAKRAZ DIEKIIFETRAIZX MOV 2, TN ZTDHEHE
BRIE. EEBOEEE Y O 7—ITHD Langerhans #ifa & BEFkICHFIEC Birbeck BBRIZH D
ENEFBRMIRICK VBSOS MIR DTz, COTEND. 1980 FAIC LCH &eFnE Nz 2, I_EDDEET
(&, EG [FBDE—fgzzE LCH, HSC mIXU R Vliggs=E (FHRZE-BRE - ElldaRE) 2NV S
figiZREY LCH. LS fRl& X ViggR MmN L hEass! LCH [CEZE T2 &EZ 5ND,

LCH [ZRIEEMEERENEBSMHRENMRS <ERIN TSN, 2010 FIC LCH #BIIC BRAF VeOEZ
RHe\RET D MAPK VT FIVEREBOBILFEERNRHOSNDZENES N ERY | T RIEM EHEIES |
EVWSEEENEBL TS 3, LCH [ BREHRDAZENAMREDETEIC £ 5 TMRER | & U TDRE
R RS CREEE AT S TEEES 1 & U TOREDRA ZE LU TV D, TDE. LCHES OFERER
RIEEICHVWVTEMAPKY 71 )VE OB FERN D SN ERERRIBR EMAPKY JF )V D
BLFERCEDEBHEVTTEDTSNTWVS,

3. SomhEE

LCH DiEESHRICIL, FRIEEREZI A TH D, BRRRY - BHRHY BRI LCH R TH O TE R
THASDERD R IND (#1). WHO 485 5 lRDBMEEICL D&, LCH DiEElialdxEzzs
9 AT OMERERT. ST IV ZfllaEERRIC CD1a & CD207(5 07U Bt TH 5,



CD207 [XEFIEMIE T COBREET B Birbeck FBRIOT O —bY—h—&ULTRHVSNTWS 4
o JRIEHREFAIRE ClE o> T YU LRSS TE . BRIREY/ AR FHMSEIGER 2) B oML LCH 22 R8T
DWENHD(#2),

BEH AR LCH [CDWT, fREE D& USRS | BEAMITIREIR S - s MEAEICRET S
FEEREMHSIRESNTLD (http://irdph.jp/lch/index.php).

3-1 LCH D#ai#i%

LCH DiESHilalX. REBNDS 27 )L\ AN TR DR E R I SEHAMROIEZ R I DX
U\ A CLERHNESENHREZE L T\ 5. ROEmBIIEMICAVHEATHEY, LILLIFI—E—Fk
DRZENERHSND . BERICIL, JFRBEDRAEMAS. E& U THERER, )2/ EK HBEROZENEZ D
BEICEEHS5N D, LCH BB D W\ I EMREDZSREMIRTRD SN BEEHICEEHINE
SICREERIAR TRV, REHEBEFRETE CD1a MlildzREICEE. S-100 EED R EH
RABICEEME. CD207(S 2047 ) V) N lfREICGMEE RS, BRAF VR ZRE(IL LCH DI TERH SN
REEBEFIICEREA(VED) A REICEM E 765 (1) Rfz. MAPK 27T )UEZEEDIEMEEIC
U\, cyclinD1 U VERL ERK B ICIEREE 651555855,

B1 LCH DR
3-2 #ERIRE

LCH & ECD. RDD. /NRICZWEFEHEERZFE (juvenile xanthogranuloma:JXG) &L\ o7z
D FRBIRECEHAMES & (X, LCH DEEMRHRG s SERrETOH CD1a KLU CD207 Bt
ATRICEKY . FEIEEBFRICERIIND, SV IV ZHERETE CD1a 8LU CD207 hiksit e
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25N MR LVEE T RARENE L BRI ZUENUILUILERH 5N 5 THEERSHAHIR
f@%& (indeterminate dendritic cell tumor)(d. CD1a $&U S-100 EBNEHETHIH
CD207 [&F24T. EERMIC Birbeck FERINERSH SN, Tz, RIEICK DRIHED CD1a BElE D
IR & (& BIRARDFZREIC LW EERISND,

E R RARERIC K S ER P ERQR E DUV T BEROREMRCHRESEERE
O stellate fibrosis AT LCH DESMRNEER TSRV ENH D0, EESIICES ST
ENHD 5, BRI CEIEATRICIIA T BB CIIR. BHE CTD BRAF VO RZEDIRENMICH
AT %, A LCH Tld., FIBEAERIEMA (DIP) . MBS E S R & M5 MEM MRS (RB-ILD)
\RHEMEEBIERTZE . TV R =X FEERMEMBEEE . e, 75, T T BRI 28 . 22T
RIMERRER., T —J L EREE IS FRZ., 1/ CERIERSEE MR U 2/ IRERRRERE. 7S O00R—
2 (BREMMERZHOHR) . Fr v XLV A, Birt-Hogg-Dube fE&E*. Light-chain
deposition disease. 18M4FAZEMAMERE (COPD) &#AIT 5 2,

LCH & ECD IZXERFIC, D\ LCH ICHFE LT ECD IET D ENBY , pFERELTEU
BRAF VOEZEMEBHSNTL\D ¢,

4. BRAREVREI DR

BARICHITEHA LCH £ZEEFFBED 7 VT —MNAEICE D& LCH DEEiE2RE. B(60.5%).
ffi(27.9%). TEEK(25.6%).JVINEI(24.4%) . RE(23.3%)DIBICZ M7z 1. LCH (&, /& HHE
DI LY RENBE—fEZzDAD single system (SS)EIE ., ZEgRIC &3 multisystem (MS)
BICHEIN. TNETNHIEET DOZE LHH D, SS BUFAFEMD single-site (SS-s)BIELHFHMED
SS multi-site (SS-m)&Z. ZDMICIERR A TIFAHEREIBRZE Z 5260 D E—fEasEhh LCH (PLCH)IC
BIoND. MSBILVR Tl (risk organ: RO; FHiE. R, E M%) RENDH S MS-RO+EIE
RO fBZEDRL MS-RO-BCHFEINDN. CNULEIS/NE LCH DT —IDh5/FONZREBDZ8H. KK

A Tld RO REDEEICLDDEICEAUTEFR >12REAIFRVN 78, KAAR T4 TlE, BE—h23l
FAU(SS-s B LCH)., BB—figf2s 2 HA (SS-m B! LCH). FiE8hmZ DB —Ifg2s 8 LCH. Zigash(
MS BY) LCH DEEFRAFER DI LU DT 5. BARICH T DA LCH 2EEFRED 7 7T — MR
TE MS-LCH (& 53.5% &H¥8Z 56 T\, FlRlERARENRIADED 2 ZER 2 (TRUZ . K&
SEENMEETmEZEIL, VR LCH TOIRIBEINTL\S Disease Activity Score (DAS)° D& D75k E



SEENEFERIERA LCH TIEEZHEIZL TULVEL,

B2 F#BIRA LCH DRRFREYHRE SR

25
20
& 1° nSHESRLCH
# 19 D& — A RIHLCH
= B S FA CH

5 l l i m 55— A5 CH
. —

20-2930-3940-4950-5960-69 70-
Fip (%)

5. BF

5-1 #i=&

BATIE 15 LD LCH OFFERIF 100 AAHZY 4.6 fil BtblL 1.2:1 EmEINTHY
10, ZOKRERDE 3 BMAED/INETH B, 18 MELEDLCHDFRFERIF 100 AAHZY 1~1.5 il
AIETNTVS 3, BATE BAMBRFRHFEBERICL D& LCH DFEBFAEERIIH 100 ATHY,
T 2 I ATH B

BARICEITEIHA LCH £EEFHABED7 T —hEEICELDE. 2013 FH5 2018 FDEA LCH
FRREEL 148 ATho2 . EIIMET -5 & FEHKIC. Bt 60.8%. T 39.2%&EHICEZH
27z,

fthE T —5 DR FEPRIE 30 mANS 40 MASHRESNTVSH BRICH(T S22 Fieh
RIEF 46.5m(20 - 87 i®) ThH o7z, RAERFEIRN ST E CORRTIINEL 15 hATH Tz,
2 DZERHITRAZAR/ A1 (22.3%) BN (22.3%)  RER(12.8%) . BtEARH AR
9.5%) EZIRICHOTz DTz, MIFRIERFERD S MR TOHBENRVERE U T, ZOENDHERISN
%o LRIK VB RER ICMOEENEH T I EMREIN TV L BRICHITEKA LCH £E
ZEFHAETE 86 fIF 19 FIICtDEEENSHU. RERIZEFEEED 12 f. SSRGS maEEN 4 fl.
D INREMEREGED 3 FITH o7z RICHZ O T MDEEDEHZE TIRICESLENH D,
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5-2 3tHA

KEDDWARRERRETT —YX—X(SEER T—9R—-X) &ALz KEICHITS 2000 FH5 2016
FIC LCH &SNz 1392 BIDBERICH W T, EoEEZVIEREIL, 18 mARmD/ME LCH TIER
FHE. 18 UL EDRA LCH TIEZTRENATH 7z . BED 20 A LD LCH86 i, 6 FIN'5E
TUSERIF LCH ICXBFETH 4 Bl TRMERMRICKIDIETHN 1 Bl aREESRTH 1 fITHh o7z,
R(C LCH ICX BT 4 BlIE£H, MIEHLFERAICIEMME TH o7z ' LCH It EHERZ5HT D
BENZVNEHAMSNTHY. KA LCH ICEVW TR LOEENUETH D /NE LCH &Rk, 4[]
LA COBRBFEDAE_ LHNEEN S, UN U MR LCH TIEaEEEZ LIF 5 & THlE1L
FREENAIDERBEDE LENMESNTETVSH P A LCH FICEREICH VW TITEREEZ
FIFBCENEUL EFRREICRHUTZBRL I XD DFR®, 2 FEREROEANGREDIRNBEE
EZA5N5,

5-3 REIFE

BRD SEER 7 —9AR—RXZRAVZKEICH TSR LCH(936 fl) . A LCH DF#TTIL. 5 F
SEFRFNE LCH T 96.6%. BA LCH T 88.5% Toh o7z . HEM 18 mA LDRLA
LCH266 PIDEETIE, 3 F2ERFRE 3 FEINIVMNEEFRE TNETNE—RSHRE LCH T
97.2%. 63.3%. ZfEizrE LCH T 94.4%. 54.7% T o7z '° HAD A LCH86 BIDEEHT T,
5 F24FERE b FEANIVMMERL ETNETN 90.6%.52.1%TH o7z . WINEL2EEFRIE
< HEBHEMTFRIIRIFCHIN BIRVNEFRME<BERNS UV CEOFAEREICLDEL
W QOLETHEETH D BERDHKA LCH £EZEFHAE T, #8593 BNCHEIERBEZ . Y
1 BICTEFIREETEZ TN TERKREE TEZ. # 3%ICHPREEEEHEZRDE ' B—HER
DEFRBEET T B A LCHBO0 fip, 28 flIC TEAREE 2CHIRSRREZRY) (TENRE
27 P WK TERRZ 11 Bl PR 3 ) €DD5 7 HIICHRKR TSRS =530, BEEE
[CXREZERLTLE ',

5-4 FEAF

INE LCH TR R OE2g=E (A, B, S Mmas) [FERTFRARAFEINTULSN PI A
LCH TOERRIITHETHD 7. 5F. Bl A LCH DBRARBFETH V< ONRES N REDA
LCH266 BInEEfTIE VR VlEgRZEH Y | & T2k Fn 50 U LINEEFRICH TS FERR
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EFTHholz. BED 20 LA LD LCH86 BINEENTTIL, BBZEEMEMT TILIROMFF# 60 mld
EITI R TfEZR=EHY 1T INEIRZE S Y 1D, SRR TIL oM SEE 60 UL EIDEETFERIC
BITBTFEARAF TH oIz B FEEREMERBULEMND S 5 REMRIMEERD cell free
DNA @ BRAFVOOR BILFEEBMRI T, £EFEMEN O 1, 1984 NS 2021 FOMITKESE
—HEEX T LCH Ea2S N mERBOBCTFERBT KL RZMA LCH156 BIDRRTTIL. WE
HID BRAFVOR B FEERBIEFEEFTR OBV MNEFERDETICES U ah oz '8, BRAF&
CFEEDERETEROBEICAUVCEFRZREF >REIIESN TR,

6. REA R

6-1 LCH #ifal& MAPK BEOELZFISEREZEEZSTD

2010 & /MR LCH BED 70%. B LCH BED 40%I2H VT, LCH #ERBIC BRAF VeORZER
MERHONDEHREINI 2, TDHREDH T, BRAFEEDFEICHHIDS T [FEAETRTORIT
ERK DUVEAENERHESNDZEEHSMNIINT, TDE MAPK VT FIUAZEBODERFIC, tHEHE

B EMEEERIUR 2 [CR Y FOL X —b
TN 2, ZORT, BRAF T S

= - ' s
VEOELENRE L < 55%IC

~ DR —s W BEFEROMAE

RWT MEKTZEDH 20% FOLFF—ERBR 1%

. - MAPK#E 2% PI3K/AKT/mTOR#E 2%
- V6OOE LSO BRAFER CRAF Y ARAF 1%  PIK3CD 1%
(in-frame R&%X° splicing & B srAF 6%

B A f— . = ® |TSC1/2 VG600E 54 %
%"\ ﬁﬂé@'fﬂ%) 73\%’\] 1 O% LE?JD _l_/ Others 12 %
= 21 o Z = = TORC1 MEK1 18%
$H5N% 2" (B 3)e 5D @o e 1o
&Y, LCH #iRalx. hAER B 11%
FICE R DI e .
BITH5- S AICR T, OGO/

B3 LCH [CHIFDECFEEDIEE
90%MDEMIIZH VT LCH HifRIC MAPK BRESICEMH LB FERERDD
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6-2 LCH #ifaIX ERERER TH D

LCH (&, 559 28#8Bk (LCH #Hf2) [ Birbeck FBHIGM T REEEYIOI7—ITHD
Langerhans ffii@ (LC) [CHBFEMICELIT DN SMATNL ERFENREEYIOTI7—Y
(Z1E. ZDIFHICEFD Kupffer $HAZHEAZ. BN microglia RENH DN NS IFRRREADINEEEM
HHSRE 9D, LCH MIIEDBEFRIR IO 77V %E, REBEMBAFOERRE LC & BBEHRD KRN
RHfEE LR U7z & C A BB ITEBEIL TV E 22, FTz. BRAFVEORZREIZM D LCH ERIICH U TIZ,
BBED CD34 BHMEICERZENIRETIND 2, NS5O ENS, LCH MRk EHE M EkiREE 7
DEMHASMIR DTz,

6-3 LCH OfFEILEMMARSIEDE C CEGCFEENRELBINIC
KDOTRED

BHAHIRZRTSEMARICRIRT S CD11c O TOE—Y—F T BRAF VO IR BSUXIT
—WIONRIRICIEEIRD LCH HFRDRENBIRINDDICXH L., OB HRICFHIR TS CD207 @
TOE—9—TT BRAFVOOREZRZRINE BSOS I RI T INIRITIHME XY LCH $FRDIFEH
BIREND 2 Ffz. BRAFVORZEERBMED LCHEMICHW T BIRIEETIEERD CD34 Bt
RS LURMEIMMD CD11c B CD14 Bl CERZEEMREINS D RIVRIBETIL
RERRLUA CTIIRAZERIREINR *4(B1 4),

CDITENS, BRAFVOCEZREIL LCH DRSAN—ZETHY ., LCH D) X /iR FEHAHRE2MED
EDBRREICHWTEENEUTZMTKEFT D ENTINSG,
] R E

BRAF V6OE ¥ BRAF V600E

W

TREEEE L : )
| EMEER > gigm T gkER

"
"
i

K 4 EEEFEEDASEmMR BTERASH 4R T AR AR T
DFLERREIC LY LCH DR —— BRAF V600Ez¢38 BRAF V600Ez¢38
RED FSURDx

ZYPI IR
BEEhDRTERHARIC BRAF V600 ' m @
ZENADETJAD LCH &Y | _
RIS OBHAMERIC BRAF | WYRYLCH || EYRILCH |-
VOOOEZEMAD LRI RTID ;

N BHORENT RERRIZITT

LCH &85 LCHEH BRAF VOIBIESBISRL  BRAFVORBEARRY
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6-4 HEMEmrskHifaziiRe LT LCH &fthdEMmFESE = FH
ETDENHD

LCH ORIEICHIE LU THRAYBREBRES AT ENDHS 25, 0F. LCH fifgs th@d 286 TFE
b&RT T ) /NEFERERIRE 2627 X, CFAMEARHMEE B MifarE) >/ & '8, 2 EHERmR
1828 ZEH U LCH fINRETN TS, Z<DHE. LCH BLUEH T D&l ERMARIC &, Tl
I OBELTFELUNELCTFEENVOMIIMLT VD, COZ &I LCH & &419 SxEMmesEm it
U EMAERAREN ORET D EERELTVD(E 5). £z UUNREEZEH U LCH [ZHW
TIE THIRSBERT 2" PREJO T VEGT ' OBBREFESFINGY . LCH AN /RO
VUMM S ERET I ETRUL TS,

5 HEUzEmasEMans LCH &fthd
EMEREBENRETD

BILFEE(®)DHDEMmAIERMRIC., Ein
FEE( )NIINY LCH & thDEFER
(@O)HHY Bt EMEREERIET D

peaii]
AR A

& HHiE M 2R
fE 5 MR

6-5 FHABCFFRMIEBICK > TEMMRSLIZEIRANR
fiIdd

—i%IC BEER L Z<DELTFEEDBEAERYICIOTRIET 5. LCH E[ERRIC BRAF VO ZE
EEFHOREETIE 1 #ilzs7zY 200 ZBA D ELFREENRH SN D, —RICIMEEES L EF RS
[CHERBEFEENDRVA, LCH TIKTHiRaS2Y OBEGFEEDOHIIHPRIE 1@ (18 0-5) &4
BHTYRL, [FEAEDHIE B FERIE MAPK #2E8IC 1 D723 THS 2%

BRAF VOORZEDAHMDIGEICIE. ENABIGEFEFRMIEZEIL (oncogene-induced senescence
YEU. p16(INK4a) DEIB(ICKVHRERIZELET S 2°, LCH MfalE. BN ABGFERMIEEL
DIRREIZBHY)  MIREERIXFLELTH Y IBREIFE F, 7RM—IRtEE > TS 30,
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RN MBI FERMIEZENED B EHMIEELhEDWIRE (senescence-associated
secretory phenotype: SASP) WFEINS,SASP ICKYZEICHNEIN5 IL-1, IL-6, IL-8,
TNF-o 7R EDRIEMET A A VIC KT EMFTEREEIED DL EBRRICRNAIT S 3°(K 6 L£ER),

?éb%:!ﬁ‘:?ﬁ%ﬂﬂﬂ%{t BiE 591 BRARK: e
xasuz NENEg @

ser i WL
~0 / . TAE
SMEREL ‘ AT AR {E: 2 akam OFIEEHHs
/ “\
 @Se ar©, o
@2@@ “ﬁ' kg O
BHER MR %m& JTAS: Y,
. EEE e
LcHimE ¢ 71%2%17\;#1& UDZA¢ I
REMBOTR - WER
BRAFY e THARR
QD @ % /‘ ’Q
® LCH# ngoar
(%) SASP gy L5 e g >
| IL-6, IL-8, TNFa -1/ “CeLs /)

6 EHABGFERMEE{LE LCH OfREhE

BRETIL. BRAF VOOEZZ R (FF5E) ICKVHIREEZL (AL VI t) hsER S S MmAIEEHRaIL. senescence-
associated secretory phenotype (SASP)ICKYRIEMTA 12/ TEAA VA L. &Mt
[FEIRZRICRAIT D (L) . LCH SWZEERTld. BRAF VeOOE & % DEIRN LCH #IREIC b L. MRS ZUS L.
TiRc—2 X . SASP %9, SASP [Z&YW., LCH #lifalk IL-1 D autocrine #&IC L WEMHE(EIND & &
BIC FEXDRIEMIENEFE I ND (TERZE) . LCH #if3ld CCR7 OREIBAMMETU TSIz V/NEIADEE
REeNEL . FEBICEBFVUEITD (TERA),

6-6 LCH #FaIE7Rh— R T. SASP [ & WSEHLURZEE
[CERFET D

BIRNSME LTz RBEAMIREADR B %9 LCH RSt LThY . PIRM—I X 31 ©
SASP 9 %, LCH #RaId. IL-1 O autocrine / paracrine JL—FIC&WUSEMSIET B 3233, F£ /=
. SASP (&Y RIEMRANRESICEIE TN, SEDRIEEMND LCHR/ENFRIND 3°(KM 6 FEBRA
)o

ERRARABHRIEREIRRA S EE T D &SE LU BFL. CC Chemokine receptor (CCR)7
ZRIFL.JVIVEICHKIR TS CC Chemokine ligand (CCL)19 KU CCL21T [CEM > THEEL.
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D2 INERD T UV INERICHIRIER S 5. BRAF VR ZEEGM LCH #ifalE. CCR7 OFEIRAMETLT
SV VINEHADBEFRENEL TS ' (K6 TEREA).

NSOZEHNS, LCH HRad, HESRAI CIEIEL TV DD TIEAL PIRb—Y R & EERE DT
DICEBLEEL TV EEZ 5N,

6-7 RIEICKVHEBHIRNELD D

LCH fEZERALIC &, LCH #EARICANZ T, {FEEERX>1) v/ VER, B B HIREARE MR S, SE S ARG
FANEEL TV S, CNS OMREIEEWVWCRERL TEHEL. EEDRIEZSISHEIT **. LCH DlEzsE
EIE LCH R “1858" [C L DD TIFa<. COEEDRIEICL Do CDRIEZE RRU. MIFRDRIEN
HASHAD - TENAMEIF FREDEREICIGU T ER TS 3 HFIC.BJRIBETIHIL-18 »
osteopontin (OPN) M_EFMHY 3536 FA N1 IR M—LD S BERALES ITRIT T2 K
Nffi LCH TIFEYEE DRENREEINTULSH, Liu H S1F BRAF Ve°%E-mutant mouse
model I[CEBMESE S EICLYURT LCH DFRBETIVEIERUEET 251 A VICDWTHS ML

=,

6-8 BRAFVO°F ZEGITBEIRRHRAD AN ZEL . RIEIEHHE
ZHENELD

LCH ES:E R 2 M EZ FAE (LCH-neurodegeneration [ND]) Uz&E& (X 90%LLEM
BRAF VeOOEZEZMFIT Y . BRAF VOO ZEZMFIIIIEMA LY E 10 2L E LCH-ND DOREXR
ArEWL(33.1% vs. 2.9%)38,

LCH-ND B& Tl BRAFVOEZET L IVHBERHP TIRE S N B HIFEL (10%) HIRME I EEAZIK
FTIEER(LCH JaFRMIGRT:ND £%E 59% vs. JEND E£E 15%. SEEIEHREHAEFHA:ND B&
22% vs. JEND 2B#E 0%) [SRE SN, BERP CRESETA A1/ TEH12THS OPN B EFL
THY, KRZETIIMERBEIC BRAFVOCEZEBZMDYIOT7—IMRELTHY OPN iERIREL
TW3 39,

IEMEHERRIC BRAFVOORZERZRINSELASIVRIIZVIVIRIEEZXY LCH Z2 U, R0
RICEDAMEGFEREMRE DR ZEE o/ BRAF VR ZEBIERIRAMEIMREIN. D
RO MRMEFT Z IEL CTRNRBARICIEA L. TS TREEEYIOT 7 —I(CHMEU. Bds o) ik C5
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FRL. REEMARENZ5ITRIT. MRITREL TS BRAF VORZEERZMY-OT7—I1E SASP
ERUPIRb—URMETH D COEE MRISZFEUTVWSREEYIOT7—IDI5, BRAF V%"
ZEBEMOEIEIL 10%55 T BRAF VOO BERRMNKFZELHD 40 HETSINIX BRAF VO Z
FHEEMOBEIRRHAAN SASP [CL> TR LMiEE Y 4 HRISEELY T <BUMREEERIET
WSEEZ5ND(E 7).

B | e D
GENLY = FRr— Rt

7 BRAF VeOOR ZRISITBIRRMIMAIC & D REMHHEEE

RIEMAD BRAF VeOR ZR(FEE) BRI RIKRRMREIIRENABGFHREEL (AL VIR EERLTEY. 7
=2 ZMAE T, SASP ZRURIEET A SO/ TENADEDWT B MRIKEP I ZIRIEL TREBARICEA
U RIEMEY OO 7— JICHMEL T, ER/RICERFRL, CD8+T Ml & HIC AR EMEZERITRIT,
BRAF VeOOF ZE M B IR R AR E SASP ICK > THIRERLZ STz UINARISZET %,

EmPRAEAR

LCH (B REESRDARMEIAMBIDIBSEIC & ST RAEIEBBEEER | THY 2RI TREZKT D
o A NREBICBRENRS (BAA:160.5%. /NR:77.2%) THY . TNITRVWTINETIERZE(
68.0%). XA TIZAH(27.9%) ANDZEN L <EBHSN T 4243, LIFICRIEERICHTS LCH f&w
ZORFHZERE T DD £25ERICEHMERZZ T SO MBRARILADEBRRIEHICREIND
BETESIIENUETHD,
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7-1 &

BREFEFDRABRBICEU SN SHEEIORBEERD D DIIEEES. K. BE. KBRS\ oz,
LEBHIR SR B ISRENLZ W\ MEAN H S 4445, LCH DBRZEITABMERZE THY . X R E TIERFE0
FI51kE8THS Punched out lesion AY, CT TR - A& D BRI G % KU Beveled
edge NERHBND, BABHNREISET T DHELDERIFEBZHOIN MERICIRETEEEH D,
ERUNMNCERRA IR EE U BB RICHS BERIEIC L DERE . BREICH S BEEREIC L 23 HiEES
DEBRERZE LU 3 (F: REREIC L DIRIREL CREREE #EREIC L 2 RIEHECRIZE P EHEEER.
AR SHERBICKDHERVHER, SEEREICLDWFRERE), £z, AEEEVRE, AEH, 8,
L5585, RIS, SEERK (A PEEERE) B & OBEEEI R (CRED H D61, FRIEREEE (CDI) AR
ZMHEND) DREZIOREVNCENHSNTEY ., CNSDEGIOBRZIEICNS X8RI &M,
BEERFAIAO-—NRREEINTND 45,

7-2 BZfE

LCH OEZIE. o5& UifiaDiUV\ Bt B RIERIEEZHZ VN (K 8). U A - EERK
STE BB BRRE SR AR B EZTIENS MRBEXFIT D ENHUL, BERIERE. 7HE
—4EERCHERE L TIEEZ RSN TWSEAIE DR, RZIIEAER - BRELISHC  SF58 - RS -
BRI, AEIREDTZNDH D EMLIICHIRT Z2ENEL, %&émib"c&ﬁ%%@“a_tbégmzé ES
= REEMOE—fERE LCH OEEIME<. KEHS
LCH 2L ima [k thiER RED LN 2 HiIRRE
KT DEEERINET TH D,

8 AEEREERRAMDARRILIES

7-3 il

B—lg2sihh LCH (X DAENZERE (B5E ARRAZ(CE Y SHEEMFTIEF) TIE. 29~36
% BEMN 60-80%. BYEEHNI0-93%Z LTz, 37-44%IFRBFER THY . 20%2E (I MEHE
ERTH DN NRZEEHEDBRIERZERHD5HE . XM (46-51%) . HIREEZE(22-28%) . 18 (4-
19%). B9 (18-19%) . F2(11%) Z5BH 1=, 47*°
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7-4 &Mas

D LCH [C511 3 ME2BOEBHIZL FOEY ToHY , MR EiREE L THYFMms 3L
[+ BHR0) LCH MO G RSBIEEICEFN TR, CNE TICERS N TS T BRRHR
15435051 (ERAS, VR LCH TIHEMERHEOSG SERIERTFENTR THBTEAHSNTU
B, BBNBATN ADUE T3, /2. IBRADICRREEEHSBAICIE, MRABKE )/
BIREDBHOTRNMEEX TREETS 052,

<EMFFTENER>

HUTFD3DM552DULZERHDIENZEEMEZREDY T D,

1. BM:AEIOEY <109/dLEFRZEEMGEDHDRRAICEDEDZERFR)
2. BMmEKED : 5HmskE < 4,000/uL

3. MVIVRIED V) viREX < 100,000/ul

7-5 BT

FRREDERISLUTDEY TH D, FHERZE TIERE U TEEVEKZAH E1TITDEBEMEBER
CHEZEZESEUHTRICEDCEEHIDIRNVETH D, e, ElldnZEE HICAEA D
(& MR LCH O FRTERRF CHD_ENHMSN TN D,

<FHgZEDEE >
LUTFOWITNHAZRHZEEICHZRESY EHIT 5
1. tDRADFFRATED.ZEHMT > 3cm DFFEKX

2. tDRENFENATED HMER < 5.5 g/dL. FEIEE7IVTID <2.5 g/dL AST/ALT/vGTP
FinlEH LIRIED3FLLE

3. #EEFHIC LCH fifgnbEEL TW\S

7-6 REE

MEDIRAEAD RN TS DEMT> 2cm OREEX 1 ZRBHTEEEICEZESGY EHIT 5, S Min=iE.
PEEEHICEBADZEE DR LCH OFETREF THHEAMSNTLD,
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7-7 PR

LCH QR SEIE A E<2DICNFE5NS 53, 1D B 1. BB RO PR Th Y . KK
RETZIT T <BER. i8Ea L (CE LCH HiaNZENERD 5N, BRICL DRIERE ST, 2DBI(E
GETTHMREEICHESIEDTHY ., LCH &R AE (LCH associated neurodegenerative
disease. LCH-ND)&UTERHINDENDTHD >, LCH-ND I/ Vil EE. INEERICRE

ZRHDFENE MRID T1 F/zld T2 @EAEGR CEARIMNEDESZEILZETHIENFH TH D,
LCH-ND [F#REIRDBEIC KL DT, “LCH associated abnormal CNS imaging, LACI" &
“LCH associated abnormal CNS symptons, LACS” [CKBIE 15, LACI [FTHEHEFHI LCH-
ND (radiological LCH-ND, rLCH-ND) . LACS I&####=# LCH-ND (Clinical LCH-ND,
CcLCH-ND) 1 &EMIEN S, LCH-ND [LETHEDRETHY BT R DEL (REESEDRERE. R
IRZEE . I VIHEEHE) DN S L FHREA D IR (NN KREEIR FEREE. MR EL) SIEBACERT 5.

7-8 HEKRTER-TEF

LCH [CIIFREMEZEIRDH & T D TEMRRIVED DWAEZEHT DN HY  #IHAICIE LCH kg%
EICXDEGERRDEIRCRIVE VDM AEIEREZ T 2ENH D, RIK FE- TEAEAD LCH =ED
RIILUTDRYTH S,

<ARR TER- FEFSEDER>

LUTFOWINNERDIZHEIERTE- TERSHEEERT D,

1ADREDFRN TE SR MRI TO. RK FEB- FRAZ-TEADEBEARTZIHERNRD LR
2 fDFREAENFRN TE DA MRI TO., TEAREDSEE AR Y ~OHER (T 5HHE1R)

3. TERIRILIIRERIVED DWAE

7-9 )2I\Ed

NETOERNMNE LCH ZXRE UTZERRERICH WL TIE U NERZEDERZ MEDRAD RN T
DIEEN Tem FURES VI V/NEREA, R7zIFHEBEFHIC LCH B nzEnicLTW\ 3,
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7-10 BRR

[CT TORIRRBERF T ITHEHFRIC LCH £ Nt 0 ZIRRES Y S ¥ T 5. LCH ICL DHEAR
BRICL O TRBEEEE 2T CEEHYIFRNVETH D AEFHD/NTOEEFARE (C L D EREIHIN
S5DEHEER CIXEENRRERE DENZEET D, LCH ICXDMREARTIE. CT T IRARIE(
pancutate calcification)”hE3$HS5NDDHEHETEH D 556,

7-11 HLE - ZDMDRE

M DREDFRN T E DIRES . ERBHEEBE. XISRRIRAT RS S UHREF R I DBEE -
ZDMDKIRZEDZMMERE XD TV D HEERE CIE, IBML. i, TRE WL\ 7 HEERERNEL &
SE(L9 2 CEERNMEBREE (B2 )V T I VIME) WHIEEZFAZGHT S °7 HILERIRIZ [T TR ORASIR
< BEPY. 185 - AIPTRRMIRR RN BMIRRENEL 5728 £FEED R I — VT NEETH D,

7-12 FRIRER

TERRBRIE R, R ITHERFRIIC LCH &SN D 1%, RIRIRRED Y S HIlid 5. LCH [CLSFR
BRIERIL, RIRBREEERE Z LI TR [ELBIC L DHREEES I SRTEEHDHEEN
WETH D, FRIRICEU DA (FRRIRFLERECRIRREIE R E) DHRT LCH Z 5 DEIGENTH TEH
Do —ACHDBRRIRICEU B THA | EEBRUEFRAICN T SRERMEIXRIF CTHY . FilTIC K D2 UIRRIE
WZATIFTRLY 28,

7-13 H

MbDIRED RN TEDSFHER NEEX, FEHIFZZRHDHE]IC LCH DEREGY TS B
=EZER TS LCH [, SREEEE A DRE &[RRI C R PR ABEE (CDI) ARt 2 AE (ND) DFERE') R
INBVETNTHEY., “CNS URIEMI"D—D UL TREIDTAO—DUETH S 2, Kz, HERGEDEE
NEEZELITIRIEHD2). ENREIREZITOICEEERT 3.

7-14 Bk

lElE IR ZH DOIREADZEARI1EH T 5EICIRZEDY EPMT 5. BEREEH L UEE
HERUL CDI A ND BEDIRINE<REIZENSNTHY, “CNS URIEMI” & U TREAD 740
_b\\%\g—t&%%o
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8. RE

8-1 FhmZELS

LCH [XIRZEDELIC LD THEHBERREIRCIREFMRZ 29 2720, BBFREICHONHBIZRENNEE
2B, RZICXT T DIREIC DUV TIFTRIE 8-2.I1CE D, RERKRE - ERRIC BN LCH & THh DT
. PMEE D=0 IR HEBDERDHRIND (H 1),

8-1-1MRIRE

LCH Dz2#RRFIC, FTikee. Btae. MB (BB DEZZ0) . KEY—H—(C RItES 2 /{7:CRP)
REDIMBIREDRIENHERIND (# 3) o ZER - ZER/EE DR PEERRENR T FEA-RIK FERITHRE
%R DAERITIL TEMEIEMAEE TE (FARMERRAE) 5 LU FEARIEKEER MEZRRN T 5726)
[CRDMEEERBDE AR IND (#4), EREES JFURZEEDRIE © ERARE DERI2HTC
BRATH?,

8-1-2 FHRA

BEREIXUACIERVD MIKEREFREREHE O FICME CREEN HDIGTIIHRIND IRED
ECALCH IZHEWTERIR R BBEEFR] - ERRIFHERINR UV, UH U, LCH [CIEBBER S LU RMEE
MeEEDEHNZ s RETADMIKEI CMEKIEINN S S5 E X BHEER] - ERIRED RN
ERINS(#5).

8-1-3 ERRE
8-1-3-1 FDG-PET/CT ##&

LCH [F£&D&H 5P BDEAIITHRERZEIEY S Beth. R—R 51 DIRZEEFE DTSR DTz HE M =
S5 GRIERIN S DEEET)D FDG-PET/CT REAEUL[EBY U FRAE CT READHBIRAD
KEIMERIN D MEICIHU T, ETSICHEESRFIERRE (CT RE. MRIRE., TO—REQRE) DEM
HEREIN S (#6)°°°°%, PET THiRRAEZ R D BN HONITEMDEREIRET NS,
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8-1-3-2 MRI#%&&

BX A CIXEERR MRI MRB(EEFNC A TIZR VDY BEEE R E PRI UTEREN H DIHE
FREFIER & D T EAEAEEE PHIHERZEH I SIEHITILZMI C TERRR R E S TEHRANER
MRIRBEDEBNHERIND (#7)%3°°° LCH DIEEREILEFIREMH D28 &R MRIRENE
ATH3%. LCH OFREZEED MRIREFRRICDWTIIRIE 8-3. 28R ENkL\.

AR MRI AT @FE R LEVH, LCH UADRAEAMNSERN T, MEETS oY —h—H
EFEUITBERRE CHEEILRNENHSNSHE AFRTOREILMEWD LCH [CRHETY S12{LIERE
BRZTE T 5728 MR BEREEEHRE(MRCP) DEENERIND (#8). LCH ICRHET 211t
TEREERNBEONDIENTIL, PHAICHERZITL . RIEREFHVEHEICINA CE G FEERBTOXETE

HNEEINS(#9),°%7,

8-1-3-3 CT#%&

JRIA 8-2. TEAN & SFRZE DIRZRDAL. A iR 2 U T NEiRADEERICER TH 5.
PET/CT AMBRR CETRVGREEFRBEDHITER CT RBZRT T D EERDID REBE
DERDSIFRIEY PET/CT RENLEHRULL 0062,

8-1-3-4 HLEARGERE

LCH OIEERZEIH TH N, ZhREEEDENTRESNDSZENHY TRIWVHIETRREDIERN
HDIGEIIRITINETH D, —H THIEERREEZRE I S LCH EBZDEFHENEBEIRTHY ., PET/CT
RACTORRZEDSHILERRFERBEZR TREEL TV S REICHBHN LA RISIRESN TS ST,
USANEESR—TREZDBRKEIFIZF THS 87,

8-1-3-5 BEKIRE

REfEICHEIT TS 272 IR T I—(IAFEDESR YR I — U JICEATH %, LCH DFF&EX 8
BFITIHMEII—RELTHEEIND "0 i) LCH TIIMEMEEDRRIC O II—H#ERINS CR
5 8-2.28),
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8-1-4 HHEMRE

LCH [XEARHBEIC L DRIEBEFHIRENREEE Cb D, EREMIIIRRE U TIHZERRYICHRBHEREA
AIREREMIZE BT T D REDVROIRFEKIDBZ N, B0 D NEVRESERIERE TR D o i 0
REREDTEED EE RIS ER TEPLZFRNN, TORIIBEEEH LU T DRISEIMRE
HNUBEERDEREEZEA T 18G U EDOXRTDET 5-10 EDIRFHRIDHHEIND &,

RENAZTVIGE. FICBDEARIIREZHEIE(CHY T DMNEIFR, BIIRIKIERE TDI5EN1%
WA IRIERICUTUE D S8 FREZEBINTITI O CENH UK RITEMNH D EFEBERINE
THD. RBEOCREREICDVTIIENIE 3.2 B FREICDVWTIETRIE 8-4.Z8BI N\,

8-2 FhmZsHEDTz ) DFEHMEE

fit LCH (3 Z 238! LCH DffRZE & LT, UKL, BE—fEasiifi LCH S U TR 5N D, E—fEss
Bt LCH [LBBUFAMMES. MBEMHMEREE U T TR ESZZTDIENEL, ULizhD
TUFAMERRE. BEMEMRE. &5 ICBEREMKER. EBRMEMRESFOER DD ICHIRMREDIMT
nNd, ReaRte UTOMRZEDERIREIL., KBRS MR K (DIP), MR EX R S EE M
i (RB-ILD) i@ @BUER R VIR —I R IHERIERMBEEIE. ffd&. 75, T 7. 18K
PERDR . 2RI RRERS . T — 0 L UEIREFIC D PR s, | 2/ \ERIER B R4 1) 2/ \ARE BRRERE
TPEOMR—IR(BREMERENDHS). Fvv XUV UK. Birt-Hogg-Dube fEEE. Light-
chain deposition disease. 1BM4FAZEMIEEE (COPD) . #EAM TR - s MMEREICRS T 55
BIFRIH SEMBEENERINTVSD EHEAMEITIREEERRE s MEREICRE 9 S REMFTIE(
http://irdph.jp/lch/index.php) .

§EIC. il LCH OEER. MiEMECHNAFIDEHETHEDZHDIREEITHN D KIBOEEE
iR 8. 4 ICERIERS SRR BDHAN HUF S EERHL THERIT 5,

B—figdsiift LCH Z8 D155, MR OEHEUESRZRZEITV DIEZR CREN TV & ZFER
TREMREIN TN D FFROEAEN R E - f= MELEIC RS9 SEREMFTHIN S DIRER®
2022 FIZHERINTz LCH FMRICLZERRES (CE D E . i LCH MERRZEHImD 72 5 DR TR E
ERBNTD %
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8-2-1 KIERREFHMEDIZHDELSRE
8-2-1-1 MIER X #¥iRE. M= 0##eE CT(HRCT)RE

UFAMNERE . ZRRMEMERBOERNICHE > TIREZEDHD 772, BIER X #RMRE. WERE 5 RAE
CT(HRCTBRENTON D, EgFT ROFHIEFIEESRNDE, LCH OIRZE %538 SAEFITIE. ISR
DEPEREE CT REHRCT) DEMBHHREIND &7 (#10), it LCH [FMREARI £ F T2 TDE
h %W\, IIREEAR CIIU R AMIERE. EBRAMAHERE. BYERSERE S U TERIDSESH SNDH, I
AR EIE UM DB CREN R\ EEHESR T2 EBRREIN TS &7,

8-2-1-2 hERimIERE

EMERSE R BT B HTZU RAMIRERE (REMERR) DEREITD 3. B—E2sE LCH H%&h
N3350 REXRREICL DIER(BREMER, BRERGER) DEBNMERIN D IHGE
HNTHIHR[NEXMIEFRD CD1a FEHROEINNGZDSEICGDZEEH D (H11) ERF
(LU D&EY o

EREAMER(TBLB)
BRI N EBD T X NS WA TBLB TER LCH DRZTIERIGEE INT LS ™75,
R ERfEmER (TBLC)

TBLB KYURERANERIRES NAN FRIRSNSFUNFIRSNDEN S\ FREFHHEICENTZ
fEER CIXREEMEMRE DM DTZHDIREE U T IHFRICERLDODHUIET I ANERINDODOHD
'73,760

AEIHRHERR

[EXRRA TN ON T REICLUIENROSNT ALFREGCEDEBINAREZERT 254,
DM ZEHEE T DTEHICHABNIERNERIND (#12) . BDFRICLEANR S REHHEBOERER S 11, i
Re@o=FHENAIRETH DN, EBIKE L MDA ETEEREVNESICERINDS %

FEDFERBAIR LT ST\ ZHBRADIETE, KB TR\ INIAGDH 2% ZEHF U, lRENIA
IVITHRET BTV RMRADIBTE{ e T S100 EEMRME. MARRIC CD1a. 57 U (
CD207).S-100 3%, EFEME TILHMIZEIC Birbeck BHI%E 6D} & IFERER 01 2/ CER, L EEHAE
EEUOREZRD D M TIES VT IV ZBRADIEIEZ IR ES L. fifdEEE, fiiE< LR T
ERAL SR EERALICERH D WRATRE U T, S5V AR M EEE Z £33 U M EEE (R iR
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DRz EU. UILUISHHEIR, Fa RN DIRFEIERAZEN 515, IEE CES V7 )V/\ D ZHfaIEKE
X KEX ERICHOTT . iR EBEBREIC stellate fibrosis Z538 5, F & U THIZEFOMEIC
BIUNRE TR D BREEDIRMALIXE < BMERHEDIRIR SHEAD R SND, Tz ik EH 5
ENH D, IEHICIET D & [LEEICKEEEREN D 5N D HBEEREE MRS [FRARE L%
HESEBEMMREEND &N b D IEADMIZEGER (cellular stage) SRR - #RHE(LEA(
intermediate stage) &R T. #R#(LEA(fibrotic stage). BRAFREA(cystic stage) &fRHEARIIC
JREMER D, fRHEALHA(fibrotic stage). EBREFZEHA(cystic stage) TIES 7L/ XA
HEVWEEH B, UILUIFE—ERFITHIRME - #RHE b BRMZ(EHRBEL TERHSND 7

IEE BRAF & U MAPK-ERK #2ESDZERE(CEI T DHEBD 2 FET A THON DD O UL VRZED
ZHICERT®S 8. BRAFV°wild type LCH FEFIIC DWW T, RFICE2HTICER RN D IHE Y RA
BHAUBERIZEICE R —7 U —I2 &3 MAPK-ERK REBZEE DS FEEHmN i &
RBEREMEN B Y  RBEDEENERIND, (#13) &

8-2-1-3 T[EXAhAaLF (BAL)

BALRHDS 247 )V ZHB(CD1a+) HiEHARREL D 5 % LA 526D S 17z B LHEMAT R & B<F TRk
SEINTVS "(MREICEE Y 2EELSEMR HAMTIRRSE fsMEEICRE Y SHEMR
2024 F).BAL&RHFD CD1a BIEMERDIENNIIIHFRN TH OB DS E (LR EEHIN K
Hit RERBECOVWTEICKRTZET D,

8-2-2 MRS HHIE. EEEFHEDTZHDIRE

8-2-2-1 [IkAF£

PR R RE

LCH DAFRZEZ 526 DIERITIE. FBEEERE (R/NAOX ) — FiAE. FiERRES) DEREH RS
na(#14)3%

BIARIMAR N RRE

IR RS DB, BREEDREICBE TH S,
6 HEIHTHER
BB EDREICEIEAEELL,

26



8-2-2-2 fhsMmE

REHF 0 ER

BRERRDFHADEARE L T—RNICETERIND,

ik BNP &5\ \ (& Pro-BNP

fimmEFHEOMBE UTHREICAE TE 2hBERATH 5,

DB ERARE

LCH DR ZEZ 535 SRERITIL. FLEEE(DLCO) ICEEN H B HE . MEMEEDRI——20TD
e HIC LR EHEMEL DT O—DERHIHERINDS 8(#15),

BONT—TIRE

LCH DOFRZEZ 3% SEEHITIE. DB E RIRE ChimMEEZZRH 2551 EEE DG E

BEOROIC.ADAT—TIVREBEDSERENHERINS (#16)8, . DHETIEFhEIRE S MEEEIEE
HREBOTHY . BEEICIFBONT—TIURAE. IRV F I 574 —hH A TH S,

8-2-2-3 Tk

HIERXHRIRE  B9ER HRCT 1%R5E
FE2HF. B @U T LEIC L DTMDERNBETH D,

8-2-2-4 b

Epeiifazs . fEE~—H—(CEA. CYFRA. Pro-GRP. fth)
fiffE, thEMEESEZEH I 2ENH VIR MEICIHU TLERZITI,

8-2-2-5 EITIERPHRHMEE

s,

BYREEAFRICENDD S T HRHEEDETZSRDETHEMRMEENEEZ /I ITIHaNHY
ITHERRHEEC U COBEIRBIMREISNS 76,
8-2-2-6 HEE

HEAM IR 2R - S M EE(CRE I DREMFETIIN S i LCH DEEENMRREIN TS (IE
R %FVC. FEV1/FilfmEE. Pa02,6 DREIHTEHR. . fisME. HE)
(http://irdph.jp/lch/index.php).
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8-3 THERYEIRAT R DEER
8-3-1 BFE

LCH DEEME D B BHRZEICH VN TIF, LCH HRaD &R 2EEEEEH.OIC. BREICAIT TS
HEITT B, TDAE—RILES X #REY CT REDBFRHERZRICH L)
T. DT 5% =& (punched out lesion) Z/RU. FHROKBZE Tl
WEDEREDRH SNV ENFHTH S (H 9) . FERIE CT 1RE
« MRI RE ClEAROERDEERIERE LSRR E 6D, PET-CT BR&E
TIFRVEREE U THREIN. 2B ORERZRICIRII D, BEE TR
HiRiE D BREDEEDZEZ RBRU T, #HoDRARE R D728 (
beveled edge) W"FHIMNTH S 77, F/z. [ERER7IC. dural tail sign
EMEINDERINDEENRHONDENHD 78,

9 B CTRE

HADZRICIF EREL T Kz E RUBRICEROEAKICERICRENHSNDEEHEL EE8E
FEELU TRTFH(vertebra plana) 229 %, & S ICHREERHN BREREBERES 2T &N
%, REBCIIRMHORIEZRRLU T, REDBRRISERDH D ENH D BREOWERICIRFE P ME
ZRUTENDHBEFEN T RRISETU AT RREDIZE ., PRISATEIZBRZERHEIZENH D

80

o

LCH OBERZEIL. JARLEEICA D CEEREBENEIEL. LB O NEEDH DL S ISEBDBALRY,
WEDBBLENEREIND L D(2D 89, REICBEDRIERIZERH SN EHEENDBEE
HMADS 1-2 FMTTEEDERAEEBEL TV HRREDZ . & SICKBZMNT THEASNZ D
EHE T BHNEERINDH RIEHDOIRDIFIEEL TUE I CENH D, FRARDEEBRICREZE
TRIEE/mTHD,

8-3-2 1RIKTER. TEMAE, TEHK

Sl RIN—REE LT, Rzl BIRRZE E U T, #I5EE, X2 (EBREIC, /KR T S FERAE
BRSNS RFRHED—FRIC LCH DIEREIHREEET 5. 575 MRI OXIRBTEGRDAERATHY . L<E
FENDEBNEEIND, TEAZILER 3mm alR THY. 4mm ZBA3HAEEFEEIND (H
10B ). &EFIC, R FER~ T EAREIRDOEXIIS <EMTE. REBEERDPAS MR EEHD 77,
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BE. N\ TV I UMMEREICETEL TV SEF(E MRIFBEEROD T1 s8R HEICH VW THRREES
bright spot) &L TSN, MEEDEBEEMMRIZN TS IEREIND (B 10A) . PARMEREREZ S
D& TEAREDSIER spot (3HKTS(K10B %)

A
T15858%

10 TEAFROERERRE

A. IEEAD MRIJEER T1 s85R& TO TEFREEDHFES (bright spot)

B. LCH BEDTEMHEERRICLIDIFER T1 iR TCOBEER spot DHK, RA—ERDARIZTA
(Ga)iERHARIC & D TEARRIEBRDEF MR

{EFEREICKY COBAIICE U= LCH DREE(dHE/NT BHY W5 EREE U RAE LB E IaRUL

W\ Efe, TEATEMECEHET SHI0BY, SEOTIEVHREENBEE 2D,
8-3-3 LCH [T T SiEITIED PR1HER I EAE

LCH OFAERIC. /MBS S R AR E N R EICIAS N & D
IR MAE (neurodegenerative disease:ND)WERTDIZENH D,

FERICIFERF7R < LCH DN SEFFRZ@ERIC, B MRI ICH W T, EIC
[F/ VA% (IREE) (C T2 38588 FLAIR TEARFMEDERESEEN
BRI D (B 11) . MEN T TEHEBEISIEAERE Y REOBHEICKT. T1 58
AR TERMEINDLSICRD, CNSORMRIGLETIETHY OREICHIRER
MEASHNER D MEFERICHESEIENEIRT ST ENH B IEN . IKDEHED
HONBLIICHD, Kz EERZDBZEICIE. ZEXMFMED T1 G TORESHEIDERHSND. (F
M XRERBEICE T 2 HEMERDZEL. MERBERE(Virchow Robin space) DIEAZERT =RD
EEREZETOENDHD 818, KNSR DERESZIHIEHREINTNS 8,

BI11 s RR R

DOZELZEEUIZER2ICIE. LCH TH5MN25 CD1a * Langerin BEDOEEMRIEA SN T, /) ViK
REBDIT A=A TIVE D THIREDEXR, gz SR OHFREM. CDS8 Bt T U /\EESEE
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2oOT7DERAICEDRIEMRBREERHSD >3, CCICIEBETSHI/OT U7 TIIER BRAF
V60O0E FiEDEIKRMERNMEREICHEERSN THY. INHESUVEUERENPRIRRE ST
EEZSNTNS ¥,

8-3-4 i

AEER X #R& CIIXANHAIC (XM {EI_EAEFEAIDORLK. FEER 2R (B 12A) . BRHRIC XA KSR
R BEAREETDLDICD(E 13A)8°

=OERAE CT 1RE 89°%8 Tld LCH DFRZIE EMEF LV IFU D78 LIRS ZETR
9. RPHARITNERDEDIBALAR TH S (B 12B) . PO THIRAPAR SRS U/ EET &8 D,
IMEETRERBIC PN TERZEEU D (K 12C) . RIZRFBITHLEKL. FEEISEERRAEZL
32(H12D). RAHICIIZHBERZEEL S (KM 13B)  mEDFHEIIMN T LE—HITINDIFT
[F72 <, THhE CIS LB R RO/ BRI P DIRKRIRZ N R 5N S —75 . LS ClELEanE
TURZEETH S EREREETCERAERICHSNDZEELIELIETH S (K 13B-D).

LEEHIFRAIHA(C (EAHPY. #EfE LN FERRE B oN. LB O DISRLRE S 1. sarcoidosis &
DEANNBZ TIEBRVWCEEUIRLIEERINS,

B12 13
A
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8-4 LCH MiELFIRE: BRAF EEEET MAPK BIELFE
EfRthAE

LCH (& MAPK #BEEEOAEMISEEFEBICKLY . ERK HMESBRIC V(LS N, BRERHRRS!
[CHEVWTEREITER I NS MKRIEE TH D K. BRAF VR ZRDFRF REDREISRESULT
HY. oM CaRAE TROUEGHEDTAICSVWTEETHD 8181989, 207o . RoNEGHEEZE
RAWCEBYSEMFEERIRT S ENMHERIND,

LCH DBEEFEEFICHNT, BRAF VOORBRFERDBENSVNCENS 2AICHULT LCH D2
MTBFIC BRAF VOOOR B FEBRRABADEMIHRIND 8181989 (#17), BILFBTAEEVLT EE
IR XS —E@EHRINE(APCRIE) RET I 9)L PCRIA(AAPCR &) CRIERT—T 22T (NGS
B REDDFEMFNFEERAVDZENETRETH S 2924909 LCH ICHITHEVEETLIVREIX
Y IOH—I—T D RETIIHREEETH DM, PUIFEN gPCR HELU ddPCRZRAVSZEICLYE
RECREAETHD *° BERABRELNTTORGEIX REMO LI T —DNA ZR\:
ddPCRIEICK DEFIREANMERTIRETH D ™. iz, BRAF VO RZE(ICREMNS VET HLiAZRL
F= S A (IHC) [ RIS ICE W TRIBINRREIZER . 0dH. BRAF VR B FERDEE
DHEDT=DIC(E AEBRRCFRE(VED FREFLIIFEREDRTEH B2, PCR RER DS
FrPyEADERBNMERINDS *°(#18).

BRAF V68 SEEFZERISIED LCH 2DV T, FHTBIRICERIN S BB A RIS —7 Ut
—I2&% MAPK-ERK #ZB50:BIE T ERIEN M I R D RIREEN S REDRHNBBINS
209194(#13),

&’ 2 B LCH [CH1T DERRAY - MEHRFRMSHOX LD

=) 40-70%ICBREERH D 11899798 EE E DI E L TIE punched out lesion Z#£5
BAEMRE CTH D, BERVHBICHFEITIN. BERE #HE. B OARBREICERDSND,
RS 20-40%ICEEBREZRH D BB ORI EZ = | suieER. B5ER. BEER. A, B

ZERICERH Do Ml CIFEALAR. F2ER, FIFIREICREREZRHD_ENHS %%

31



s )%

15-30%ICHIRIERRARREZ 897, 10-20%IC FEARTEEREE TEEZ R H D RK T
%B-'FEPK%-‘FEPMDHE?(%FIiﬁ%ﬁiﬁ%@ﬂﬂﬁ’(‘)\ TEMLED MRIRE T1 3EHER T
EIEE RN S DEKGE DR RIFHEIN TH N, BIRREMRZMH0T (. TEAKEETE
ERHDGEAEEH D €100,

PR

15~25%ICFEEE. R TE MRKICEAMEDREIEREZHD 189, — A THREEA

DREISH T N\ KTz (SR TREZER . EBRACHEEREZHRT 'O &KREAZEE (/) \iNEIK
B7RE)IC MRIRE T2 iEHER TR EEREEH D LCH BEPRERRAEGRER & 12
BHEEPRRESTERHE TS LCH BEFRERRAERBIERN TERIN. MR 10~20 F
RBRICFIET S LCH BhEMEEMHEL. JFRICHRTHS 110%

il

40-50%|CFRZEZEERH D, 60-70%IIMFREFERZZL. 10-30%ITWEZT B 10319
o FiLE%EE (Dlco) DR FIFEHEEZ<(80-90%) ZBH SN EMIREEERFEFTR Th 5. MER X #7
BOFFHRE U TIE, £ PEEUORERALRE /"C&BU HRCT ‘CII/J\*_LJﬁ(ﬁ%E'ﬁﬂﬁ)%2&7’:[1%11@'?’_%
RENGERH SN D EITHTIE, BRERENEBZ TH D, REXHEREIFERRMIGEORIEEE
LZERIHBIEEHY. CNICKYUAT LCH OB DK EFENTHS 105, PET/CT LEHIM
[CIXESRV REXRRE TN ON T REICKIVIEN RSN T LFEREREDEINE
BEERI D50, S EHET SLDICHARNFERNER NS B AE—fEs80H LCH &
BDZLIIBRYEE THYUBRECBENERIN TS,

FrFFiek,/ ReR et

10-15%ICAHiERZ 2538 97, ZhEesi LCH O—E& U CHIBRAZRH D ENE L B
Hﬂﬁx"ﬂiﬁigﬁﬂ(ﬂﬁik FEEIERGED . BEE DR S AT R) DATR 229 5. MEIE LT
RFETIIEEDR S 2/ ZaR0. REICRBAFTEISETURENE RS 19, MRCP T
IJHW\]HE DABETRI_ENHD, H?E*ﬁ'(lzt LCH ff2IFEE 9. #RMMEE U<ILIHGEN
RIEFMRZETRTCENH D, 5-10%ICEIEREZRD . FRECHAET D ENH S 8%,

BEREDREL <5%RHEFENTHD 5% RMEMRDIMIKEES L. LCH MRzt U< (&t
MiEMeazigs (RIEEREIE AR, BRERMAEIRE. IEMEERBIMEAMRRE) ICL B2
HORREMENEZOND T8,

2 INEMRZE D HERH DIEFNIHETH DD 10-30% DEFITE st LCH O—&&LTU Y
INEWREZRHD 1'%

HAEEs

SHAERRRZEIXENT V16089 TR, BERR IR, KIBRREIRE TORI—TREDAHRELT
FHEND,

DINE

BIRZEDRENH DM DMERADZEEIFREICENTHY 59 DNEREERHDHE
(& LCH &ETIVRNA L+ FTRI—{(ECD) DEHDENDN D,
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9. 78

9-1 AFHIE

A LCH 5818 C XA B IRmE DB —Iges flf LCH ICP W TIRE | I[CLDHENRETINT VD, F
DDFECH U TIFNBTEREINTUVD LD BERRARIEEFREI N TR, CC TIE BATEIED
B ARNEERIIZRICEE DWSAEAZIRET D,

BRIEAREL2DIIHT T DEVRIDE—EE LCH @&/ RV NE—fEzt LCH (2
B2, CNS URTEMIL, SHEBRE) - ZhlEesil LCH (LD N5 BRI DE—fERE LCH Tl BA
BEIRY DEERIE 5 D720 —RNICEAFRIBESERNERNLTH TH D, YR IDE—fEzsE LCH
PE @R LCH Tl BRERE FERNALEERE (RERE, PARMERARE. TEAKET S, PIREREEE
fiE MR E) DEREE BRICEFEFRENTONS (B 14),

CDED ITRBREEIXEREAEICAT <HET 5. MRARILINDZERL, B—kgsi LCH Z:20k
I3 ET MBRAREEHEUEHIRFZITV ORI CTREDN SV EZHR T EZRET 5 (
#19)

o DRI REE Z SUEMRBIEEEZaH T2 C0HY . TRNMUETH D, GHERZER
HEGEICILEERMBEINDREN ST ERMBI S EEDH D,

6=1-9Vm PV

BEL, RAEEDLEHOBRE
SR - BT R - BT R - EE T R & 5T
|

¢ 7 ¥ 3
_ a B—EasFERIL CH | | B—IE2aflFEILCH | |£ 1
FTRETRLCH | 5 () BB (+) SRMELCH

l CNSU R 272 (-) CNSURZEMI(+)

¥ B—fes 2 2R CH
e Sl SREFE ()
v v
PR
v
e R HLERE

v

EEEE | BR | e ran
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B 14 LCH DEE7ZIIVILA

BEEAFRE: e, R, Smay, PREBRGE DRE

CNS URVERAI-AIZER . BRE. FL22H. 5. L3R5 . B2, BEK (- HEEEE) L HIEE ZR<EEHEAE T
#MEEEL  Special C (EVTSRFU/ XAV R FY =R 6-XIVATRTFU/TRrZVOV). EVTSRF /T
LrZvOv

ok BRI ISRUE DX (UASEY/ LRIV OVH [ N\AROFIILT /X R FH—NE ( BRAF VeO0E &R
FEEBEDOERIIYI IS TI=ZT/FoXFZT

CR: complete response, PR: partial response, SD: stable disease, PD: progression disease

9-2 RURIDE—fgazd! LCH DiaiE

Bz lmEDZ<[FE RV TERETHY . CNSOREICK T SRIARENTARRIIE R
HFRPERBDEFIRDSDRRICEEX DRI RIDE—[EzsE LCH(EZE2HRZE : Ak - BEfie - & 1
2 - PARAEHRE . CNS UR UERM : BRI B Z FR< B—fEas IR LCH) (SR U TIL, 5—&IRaiRE
U CTHLBERETZIIANRBILIRRMT. X7 041 RARER, MEHRARS EDRAMFENMERIND 2720
EWIC L DB LOMRE. B ARHREE PHEEERK (FHRFER ) L5 TRNL H D55 KR
REDIEREMBRRE TIEFRENBRINS (#20),

FHRDIANENRE U2 EREFHE CIF B—ERMEEREICH U UEFREIERINTHS
I BRZERDEH L

9-2-1 Fiir-MAHRAER

B—BREDGE. S OTZHDERCE VR FILEIC L WIS ENLEDaRELEE
LRV ER SV AHRARIIEARNICEDRR CEZRES. XNADEEN S DHHERINEN
M HEBRE CHREES R EDEFLREHED') R0 DEECEEERR E DIERENDOUEN H D15
AIFEREEE U THRNERAREMCRAREBNZE1TO EEH D Sl EOBRZEDTEYIFR
RRABORIEP THEBVR G E X BBETERICLDBREVCEER G EDRIANGEEZEL S X
INBDIH AEFREEHRT D,

9-2-2 EIBREXTOMRENREE

& LCH IS U CRIBRER T O REOHRBENITON S,
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9-3 SURIDE—fHaFE LCH & ZfEgsE LCH D5

B A LCH TIZ/NE LCH DL S 2UR D 5HRRID T AFHBRFAITONTVR WV, B A LCH [CXd %A
FEU T IRBD LS A BI DR A RIVEERMTTCF 21854881185 5. 10 FEFILL EDR TG 1RHEHAR
RTIFEVTSZFU(VBL) ETLRZYVOV(PSL)ER—REUTZiAE 2107108 5 RUE D (2-CdA
)19 255D (Ara-C) " B R EDBRDIMEN 5D, TDM. BV /EICEU AR ' /\(
FOFIIL7 (HU) EXYRLFSF =R MTX) DHAEER 1> TURYIREER ' DREEHD. Ak
HRARL I AV DEYRIREZETR 3 [TRT

TNSOHBEEEFA T EFIRDBRELV T UTZ#HERT 5. ZRER LCH D55 £REFRE
HMERIND (#21). BRI DE—fEsE LCH(EEE2HRE : A - A - & Mmas - ez », CNS
R OEL SRERE AR E DB MFAL LCH) YZE&RE LCH Tk . EVITSRFUEST
Special C EENHERIN D BEDKRREICL D> TIE IS RUED GBISHE) . 55D GBI EE)
BREDEFACFRENBNIBIRBED—DOEULTERIND (#22).

TEARRES LU TERIIRKERS 27259 FTEE-RKR FRORE—fEasMFER LCH [S/ULT
(& RIVEVRFTERADNHR SN S ALFREICIUADWMKEEREENOHE TS EIEHmTH N OF
FIMEREDEITEIIH T D& QRIFENIVEANRTZH< & QIS HHE CHh SRR IHEDFIE
ZRRT D EEBNEVHEFREZRA IO ENBRIND (#23),

—RBEAID LCH | @ZsfEE2H ULEPHUAFRIRIVERD LCH(HEERZEZET LCH
ETHUTIE BRAFVOO B FERNBIEDZGIIRAEEE (BRAF FAEEE MEK FBEEDHH
FE)DNERIND BRAF VR B FEENEEDHZEIXISRUED GEISHE) . 255 E GBI
F)DNBEWRBRBRD—DO EUTIREIN D, I URETaRISaRP AR S AIREENS V&5
BT 2UENSD(#24).

9-3-1 BATOREREEIRR

Tazi 5IC& 3 & ZhEeaE LCH(80%) ZEZ& TRk A LCH35 Bl S#ENEFHEE VBL/PSL D%
ZEMERIL 71%. TL—F 3-4 DBEBRDESIF 26%. 5 FLIADBHREIL 40% & LEBHRIFCTH
o1z 97, F/z. Neel 5ICL B ERTARENH 55 MEaE LCH(91%)@TA LCH23 AICx T3 2-
CdA DE&EEIE 91%. JL—F 3-4 OFHIRBMES U<ITREEDEIGIL 39%. 5 FLUADEH
FH(L 30% THo7z "% Goyal SIFZEERE LCH(82%) E 2T A LCH38 flICxd 5 MEULF
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B 2-CdA DEEMEIL 79%. JL—R 3 ULDEEERIE 11%. 5 F2EEE 75%. 5 FEAN
VREFER 58% TH oz M. Cantu SICL D EBREEEF TS LCH [Cxdd S VBL/PSL. 2-CdA.
AraC IZ&ZAEICELTCABRIEMMEE U<IE 1 FELIAOBHEEIFIZNEN 84%. 59%. 21%ThHY
=R 3-4 DEEEZDEIGIE 75%. 37%. 20% THD_EHS Ara-C DERAMERELTL
% "2, UKL Cantu S DX RIEFIE 22 LCH DEIGH TR 26, ZigasE! LCH [CRLTED
E2EEDNENNNEIRETATH D . FEN S5 ZHEEE LCH(93%) ESTA LCH83 st
I RMEEEEEE LT AraC+MTX AEE1T o725 2 HRRDBENHDH. £2:%F 87.9%. 3
FRUEEFR 97.7%. 3 FHARIYMEER 68.0%EIERICRIFBBIECH M JL—K 3-4 DF
RERRME 94% (J'L—R 3:51.8%. JL—R 4:42.2%). JL—R 3-4 OB 48%EEHDE
ELREERZRERH TS "3, EHRICZHEESR LCH(43%) ST HA LCH7 BlICR UL TRFVILEY
. VP04 RATPIEREVIIVRF Y, TLAVALI T MTX, PSLIMACOP-B)&fEE1TL\, 2%
£ 100%. 1 flOHEF. TL—F 3 LLEDIFHEKEAE 28.7% & LRI BRIFRRRIE TH o7z, UHL
I REEFIDFEPREIFZNZN AraC+MTX AE T 33 . MACOP-B T 27 mEEFEEXNR
ELTHY " IBEVWERICERATEZLIXIUTIRBWEEZ 5NSD. BIC, Goyal 5DIKEL TS
A A LCH38 BlICxdd 3 2-CdA SAE CITFEARRIE 45 K. #HBPDIETHIN 10 FiI(26%) [[RRE
4 I, BZErR T 31, AZEA2 1 B, BRE D 1 Il SMEEERIRE 2 fllemVWCEERRERLTL S,
2-CdA BE. AraC+MTX AR, MACOP-B SAEDEMENK 90%EBmWVNEDD, BANRYMEFE
(I 50~70%ToHhY . BEREL VBL+PSLEERED VBL ZR—X & UEaEEEFICEL.
2CdA B, AraC+MTX & MACOP-B AEIZTL—R 3-4 DBEZEEZNZL\ZENSAYA
KN SE#D LCH £ARIZE—/IC 2CdA A5, Ara-C+MTX A&, MACOP-B SABE Xk DL
[FEEL L\ B LCH JAEICH W\ TIIBHFRE VlEgs TiRie e 2 BRUCAREBIBERZ ), 5%
[FEEDIVRIICIHUIZABEERNMBEEEZEZ S5ND, WITNDBRBELEEVXRITEVEDDEERDE
HKENBNZENRETHY. NE LCH EERICABEEBOBRRDE I DUENTETHD. I,
LCH [ EHESZEDEENAESVCENHEINTVDINEEICEHELZTRENAE—REEZSND
TEOFRDPUNETH D,

BRAF Ve ZRZET T DIEAT/—VEREBICNT D BRAF HERI(RASTIZT)EREITOE 2
1 VE-BASKET study HM70oN., #iBIKRESE CHHTIVR N\ L-FTRY—H®(ECD)& LCH D
ECD/LCH# 18 AIICHVWTEFETHHIEE THOEEMER 43% %R ' KEERERER (FDA)IC
FURLSITIZT D BRAF VO ZEREGMRA ECD ADBEENNEEES N7z, VE-BASKET
study [& ECD22 fEfl& LCHA EBIDET 26 ERITREETOTONSL '8, LCHA BIDaFsIRIE
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ERER(CR)1 B B ER(PR)3 FITHYEENE 100% ThHofe. BRAF VOB FERER
95 LCH ICHUTARATTIIZTHN NCCN AARSAUTIFHERINTL S " Hazim 5IC&35 &%
fieizs il LCHS PIZ 2T BRAF VPR BITFERZHR T DMA LCHO AIICxd S BRAF FHERE(RLS
JIZ0)DiaERE. CR2 fil. PR3 fl. £&8% 83%&HBEL TS 2% A LCH16 flZ&2T
LCH107 BIDV AT YT 1y oL E1—TIE CR58%. PR36%. £&EEK 94%. REZVVEEFRIL
EZ 47%CThY . B, mME. QT EREFE% TIL—R2LUT THYULLERNZRITETRMNMITA T
%.BRAF FREEZRILUZ 43 BIDSE 34 FlI(79%)ICHEFEZRHZN BRAF REERSBRLE
30 AR TRFBIRERH . AR L BELRISERNBETHS 17

Zinn 5[ BFE LCH15 B A 13 Bl /MR 2 B (S D HU OBMIEICEI T 23REZIToO TS
2, BREMIISEREEEN 4 FI REEORED 8 fI. BEIMN 2 fI, RECOEE U /NEM 1 HITHY
 LCH J R Vligigs T & 2T, FEfei. Eles SREZ RO IEMIIZENTLEN o7z, HU DIRGEIL.
FXATIE 1B 500me%z 1 B 2 Bl /NETIHAESZY 1B 10mg/kg Z 1 H 2 BITH o7z, HU Bt
&IC.PR 3\ SD T&»o7z 5 Bk MTX5mg F7zE 10mg. i 2 BIOARRZEHAIN T8
FHARDOHIYEL 10 7B (8F 1-24 7 BA)THY . REMRIL CR 1 8/15 HI(53%). PR h* 4/15
BI(27%) EIERBICRIFAMER T o7z, BHEIL 6 HICERHSN. 55 4 HliE/N\FOFTIL7RIRF.
2 PIFERE TRICBRZSUTCVz, COBRICHD Grade3 LLEOBERRIE. EME HFHIKE
D VMRIE D EF IR DD ENENIBIICERH S, LWINE HU REEDRE THIGEIRE TH DT
o T BEMEZ EHERSEEFRRIIERHSN TR,
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& 3 LCH [CH9 5F@aROEMR

Special C VBL/PSL Ara-C Ara-C/MTX 2-CdA  2-CdA MACOP-B HU/MTX  Vem
SOy n 44 35 24 83 23 38 7 15 107
s = 44 33 32 33 35 45 27 41.2 2.1
" (&) | (18-79) (28-42) (18-72) (18-65) (25-46) (23-78) (18-62) A 156  BA 16 5l
1 n 30/44 28/35 - 77/83 21/23 31/38 3/7 5/15 -
FRBLLCH (o) | (68 (80) (93) (91) (82) (43) 33)
VB n 44/44 35/35 12/24 78/83 0/23 24/38 7/7 0/15 3/107
= (%) (100) (100) (50) (94) (0) (63) (100) (0) (3)
hER
SEYR n 37/44 25/35 - 73/83 20/23 30/38 7/7 12 101/107
o) | 84 71 88) ©1) 79) (100) 80) (94)
= SR n 27/44 8/35 = 43/83 11/23 10/38 5/7 8 62/107
TEE® | o | 61 23) (82) (50) (26) 71 (53) (58)
R4 EAE n 10/44 17/35 - 30/83 9/23 20/38 2/7 4 39/107
G @ | @3 48) (36) a1) (53) (29) @7 (36)
"5 fEE n 7/44 8/35 = 5/83 2/23 8/38 0/7 3 6/107
TEBR | (o) 16) (23) ) 10) 1) (0) (20) 6)
. 94.6 86.2 - 97.7 - 75.0 - - -
BEFE | % | G&m) 0@ (3% (5 %)
52.6 = = 68.0 - 58.0 - - -
REBLER | % | sa) G (5 %)
B n 13/37 15/25 5/24 26/73 13/61 12/38 3/7 6/15 -
©) | (35 (60) 30 36) 7 32) 43) (40)
BEER
2Eg n 9/44 9/35 5/24 - - 4/38 - 2/15 -
(FL—K 3/4)| (%) (20) (26) (20) an (13)
SER /)N n 8/44 6/35 - 78/83 6/19 2/38 2/7 2/15 -
(;iq:_ﬁ}i\"gﬁ) w | (8 a7 (94) (32) (5) (39) (13)
12 INBRRD
RURAE n 3/44 - - 40/83 5/23 1/38 - 0 -
(JL—Rk 3/4)| (%) (7 (48) (22) (3) (0)
32ALAD | n 0 0 - 0 2 - 0 - -
SHIEL
#Rz2HAps g 81.5 83.3 102 23 25 75.6 - - -
s

Special C(6-XIVATNTUD/EVTSRF /A RLFY—R/TFLRrZyOV)43

VBL/PSL(EVTSRF/FLRrRZDOV)07

Ara-C(2%35E)"?

AraC/MTX(I9SE /X kL FH—R)113

2-CdA(n=23) (U3 RrUE)MO

2-CdA(n=38)(¥ZruUE)™M

MACOP-B(V20ORR T 7IR/RFVIE DI/ XY N FH—NEVIURF D/ TLARAI /TR OY) 4

HU/MTXU\ROFVIL 7/ XY RFH—R)115
Vem(RLASTJT= )12

9-3-2 HAETOREREmIA

LCH [ZHWTIE Special C DEMXRLE< BRERGCFRACLVBRERICEDEFNTZ LV ZH
&R TS BRAF BBER(YTS5T7127) & MEK BEZR(MSXFZT) OHARAIIIRF R TIEHLE
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HEESARREND D2 TDREZH . BHETOIRNTIVENHDEB/NOND ULLWVEET
[ ARACFEREN AN DEZINREF/VCEBRENS | FIRHREN H Y@ PHVLERRIGEDN N E S
FEFILS CIIHIELAERIE Special C BEENEIULLV\DTIERVMNEBZZ5ND,

9-3-2-1 Special C &&

BHATOHRA LCH10 fILLED#EE L TIE VBL ZR—X&UTz Special CEA(VBL / MTX /
PSL/ 6 —XIVATHTUD:6-MP)N& 3 (5K 4). HFASIE. ZheesE LCH11 flZZ T A LCH14
PICH LT Special CEEDFE_HHAREEREL. EFZME 7T1%. JL—F 3-4 DLFEFRIL 36
%THBN JTL—F 3-4 OFHIKEMEIL 14% BN o7z 198,

E7z. ZhEgst LCH30 Al ST LCHA4 HIDRGIERIEEMNT TIL, BB RIE 81.5 A(
16 - 287 1A . £FWE 84.1%. 5 F2EFKR 94.6%. 5 FEANRIVNEFE 52.6%. JL—F
3-4 DEFRERED 18.2% . HEIEIFRIKEME 6.8% & BAD 2-CdA X AraC/MTX EEERIL
FEFCTERELEEFRIIV A AKIFRENTRRL IA D THD HERELV T HEEREZ
BT DEF TEANRINEERDERITELS PIEINS 2-CdA ¥ AraC BEDHFRBITIED RVEEIZ
BRI SANRBUVWAIREEN RSNz, TL—F 4 OFFEKEMEZRHTZ 5 FIF. NUDT15 &fnF
ZERBERE I 3 HIEVNITNE Cys/Cys REEULIX Cys ATOTHY, 6-MP ERICHY
EAID NUDT15 BinFEZRRE (RREIRN) DXRE CEE XMV OBEEERNEE CE SAEE
ENBH D, Special CIAREDBREAENICXL T, BE Special CIAEWY 2-CdA REDHILA
—UBRERZITV. KB DEAI THEERNIRPBEF{SN TV BEAN SN EEHN o7 1%

#& 4 Special CLIYXY

6-XIVhTRTI WAR 1.5 mg/kg * Day 1-28
TS RAFY BT 6 ma/m2 (gK6mgET) Day 1
XV RLFtE—k AR 20 mg/m? Day 15

JLRzZvOv AR 2 ma/kg (\®K60mMgET) Day 1-5

Japan Langerhans Cell Histiocytosis Study Group (JLSG) Special-C protocol 108
11 2IL288M. 5912l

6-AIH TR (6-MP): BIMEE2000~3000/uLE=#EF 2L DICHE=FET 5. 6-MPD
KHEEZR (thiopurine S-methyltransferase) DR ERIEE TIEELUV\BREIHEIZ S0 T,
EFIICNUDT 58 FZERE (RIEEESN) PR EHIGER 1 - 2BEOFE R VHERREET S,
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9-3-2-2 USRIEVGE

LCH15 i ECD2 #ll. mixed LCH/ECD2 #lE ST AfisEkREE 20 AIICxXd S 2-CdA A
£ (2-CdA 0.14mg/kg/day. 2 BfEm=iE. day1-5.1 91 2JL 28 BfE. & 5 Y1 0)L) DERHGHRHN
FRITZAT 2Tz BRI D FE P REIX 46 1. 1 RAR. 2 KEE. 3 RagLELZENEgN 6 .11 41
< 3 Bl PR E TR I DEHIE 12 HI(60%) Th o7z, BERMRHRRIE 32 WA T, £FX
80%. £H1FE 82.7%  BANINEFER 78.5% Thdlz. L —F 3-4 DIFHIKEIEN 18 fi(
90%). 2 INERRDH 20 FI(100%) &<, FEEAMEGFRERMEIS 2 F1(10%) & LEERRERRI O
FREREAMEDTZ8) G-CSF UR—hREICLVERRRPIEZHHAE T D &FED ofz. TILR—TUEHET
EUTUREIREE< FHBKRMEICX U T G-CSF UiR—hOmE) /BB IS T 51 Zih#
T HIRNER TR ERRRETHICKULERMNEZEICER T DATR CH D 23 #ihkD Special C &
EDECEDEY  PIAFHRZR N, ROEE. BARE R ETERENE S AEMEN H DREDHE
CHVSRERIRDIVEMEFNI DR S 1 REENS 2-CAA BR(RRBINN) E1R5TT D2UENHD
HELNIR 122,

9-3-2-3 /\MROFIILT / XJbLFT—NaE

BBt U<SIEBEREICRESNSBREMICHUTHU / MTXEENBATEERINTLDIMN, F&
EOT—IDMENR IR, SHEXEEEFARBFES YTV ZHSEBEREICN T S/\ R
OFIIL 7 (INARL7PHATEIVR)/ XV LFT—M( XV ELFE—FR) DELEHEBMEZRRT D
NAOY MR IDEFEIN TS,

9-3-2-4 BRAF BEEXE MEK FBEEROHARE

BATIL 2023 F 11 BIC BRAFV S B FAERER I SHEBEKRESICL T BRAF PAEZ(
§7271=7)& MEK BER(MSXAF D) DHABELDAB/TRAINMERFIREE o /e dh . AT
BHEM LCH [SHUTOBERDIRMNEFIND . FRDERICIE AR SN AN A ERm(
MEBGEN BRAF 3 FYhEUKIEALY A NEMIER) T BRAFBIGFREZHIE T OVNENDH D BL
B TO BRAF FHERBEANSROBREICIZR DN, ERR(E 80% &FmUWANEERALEICK Y RHAIC
T5%DIEFI THRAEZRH DN SERMENVERANEEEROTNS 1%, 2024 F£ 2 AHSH
R CTOHBIRRIES (REBIKEE) (X195 DAB/TRA ORIAISBERMRZEEEH THD. EDX IR
PICRRERZFERITAETH AEFERTERIT D0ON AEREFILEAREECTH DN B EFRFFR/TIEET
TEATHY . SROBITRERNEFTZND.
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9-4 B—Ifgas®hh LCH Mgk

BRERE LD BENKRTLE(CHERING 78124125, 0B XA Y—F —FDFERICEERN Y
ETHD % HEREE RETHREVGE. BIBRETIVEVMERTNSEEH S EHEILER >
TULVRLY,

TRERESERNBETHY  HIREKEERERE TIXI Y IIVIVTIOF U RKE D IF iS5
RN D RECRT O MARICENMNDS TETT DE—fezs it LCH Tl £HFTAEFER
ENRAONDENH D, [ ERYRTIGE. WIERL T —I BIREEZ173 . EES (EROHIRA
£, sME) TIEHBZEEERTS '

LUTHARTOREZBNT Do

B —EER A LCH EAIDE—EREEE U BE RV T (BFY/IND) NI IT7FEHEDRA
DHIENHEREIND 8(#25).

- B g2z Bifh LCH ERIT. BIEDIRREICH DD S THEITIEDHZ G RzISIBETIE CEERKRRICE
ERMIRZMEINCHEERE 2 H 9 2155, RHE CHSMES ERIEDREZHESHLIZET £
BEFREESVEFBFREREIND (#26) . £EREFREZER T 50 (& MBRARRIE DEEN
EREINS,

-2 EARICHEIIME X2 (RET U B2z it LCH SEAIL. e PRI C B D& C DL
THEKTDIIEZRETD(H27). S ITMBIERE R DITIRIZARE. IHIRBFIARECARK TS
EBERULL,

9-5 Mixed LCH/ECD Mg

LCH IZ ECD Z&#9 2% Mixed LCH/ECD I[CHWTIZE, LCH [ZXt9 5 Special C BEEDRIRIZ
ZUL.ECD ICRTB19—JTOVEEDFIRIEZLL\NEIN TV D, Z<HESBEEEE T D20
BHRETHY ., 2-CAAGEISHE) X, BRAF VeOOR BT ZEMNGHEDIHEIE DAB/TRA WNEEULL,
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9-6 AFRIEMIES U<I[IBFHRDER

Special C &®&&. 2-3 FLUADOBRERIREZ VLD FNICHEBABREHV IRV ETH D RE
ZLOH, BREDBEFE CTHIN, LCH TIEEHEERICH 3 BIDES THEMERBEESH IS EhH
5. ZER ZR7GEDRABEERDHIRUZGEE LCH EEET SRR H D2 H5H UHEE
[CIEATHMBEN DD, MR LCH ORATA0—7Y T TRIEE 82> TV S DM, ST I RICRAE
9 S HPIRAREZEMRE (LCH-ND) T %, A LCH DEFFRETIX LCH-ND OREIL 3%EZETHY
VEISEENADNENTESGBICERO SNBIERICH e FRNBETH D,

BHEREOBEIL. Special C AN SREEZDBLEZETHNIL, BE Special C WENDRER
$HBZEEHD 24 HHRD . 2CAAGERAE) . HU/MTX GEIGAEE) . BRAF VeOOR BImFEEN M
Di5EIE DAB/TRA REDEIRKRICHH D,

9-7 ZDihDiaHE

9-7-1 TEMFRNIVEHIEE

TERAKICIFAEEERENHY . FIEEFEEDNIIVEY (BIBRERIERIVED . BIRERRERILE
. BERNVED . BMERIVED  SIRBREBINIVEY . TOS0F V& BRI\ Lo eAdFIbIY
)EDWT Do IR FE— FEAFRIC LCH DREZRHHZE. CNSDOTRIVEVDRRZUIRREBE LD
CEDBY . ZDHZRICIFTRIVEY DRFTFENVEICE D JBaEIC K LCH DIRENHKRUZIZET
t BEZRIITZTEFRBEDNBAICEE UKEZEE T S & R7z0. iRIVED DTt Z REAR(
ZL0HGE EEICDE V) # T 2NENS D GHMED LCH IREZRH DS EIIRETIVED DR
FeIFHEZ D ANLERUL & FHAICEIL TIXTRER T EAEERES & e R B M RARE S S URHERED
BEAMRS42 2023 FhRIZSRINLL,
(https://www.jstage.jst.go.jp/article/endocrine/99/S.July/99 1/ pdf/-char/ja)

9-7-2 LCH BhEHEZEAE (LCH-ND) Dk

LCH B EtHE M EE (L&A TIE D/ MR R NIEREE E 2 29 o1 FREARIIHEIII N TL
ZN AN
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SFFRE(JN\E)T =3 0ERR) EEAREL, v JOTIVEIRECFOT R (Ara-C)#%
SICLBDERFREN H DD IRIIRERTHD 127128, IHFE . BRAF VOO ZEE»® MAPK #REEMEL
ZIRNET 0 FRNEIC K SEFINBE SN THY "2°, EEAMRII T U TILERREABRE 2 (FFF I
R CTOEEXBANHERIND,

9-8 ARBRDBBEHESE

RElEER WIaRRIC & VIAFRIRHIE CIARR DIBEERRDAAEER D B—EE LCH TR
FERFELIZEDISH U TIE, F1RIOHEEEMIDERRE ZaFE& S FETV. BRNERH SN
(LEEET D, TOMMDRE T LFREZELLIG R AR TRIC PET/CT RECERENERZ MRI
RAZERT D, TDEIE F1ED CT IREEFER MRI REQREDBERIRAZ AFRESFHET. 5F
BEBEFREDERHSNRTFNIL JERET D, UHU. CNS URIREER T DERIICE. PHEMEREEYED
OHRIHEREZEEH T DARENDNH D& *° LCH DGR IMHICBRERD D EEHDIER
EHSHUHBBISTRMEEL THIENEX UL, CRP, MK, SIL-2R B ENRBIEIRE 8 DIEH
5%,

10. EREBEIRGHIE

EREMNHIEC XEREOH BB NERKZIXERSNIHIE TH D SERERRE. #KE
BREPRFIE. DBESEEREMNREE. NEIEERERREREFIERENH D,

BIEEEEHIE L A OEEED HREER RENTRINSHE TS,

LCH [FEFRIEEINTULRUVWR, LCH ICEHT D &EDH D TEKMNE ADH DN EREE (SNBSS
72). TEARFIEMAEE ME(SHES 78). MEIR4EMSMELE (FHES 86) F#FisEINTHY
EEBRE(ETEHR) HEDNRERD,

LCH IZ&Y BHRE UL [ERFEHEENRBENEUZIHE . BRESE FIR(TIRSSEERSE. Bk
BHEGE) . FHESEREEULFIR(ERBERS 0 O NRBESNNIL, DEEEEEREHHEIRED
WNERERD,

18 AR Tl LCH(EMES 46) XN EIEHRERREREMRFIEDNR TH D,
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EREMREE S EDFMIE T ORER—LR-—IDZMEREEBER S BESRBINSC,

* SREEETEZHIAINSBHRN(BESEE):
https://www.mhlw.go.jp/stf/seisakunitsuite/bunya/kenkou iryou/iryouhoken/juu

you/kougakuiryou/index.html

* #EIEIRtT Y — https://www.nanbyou.or.jp/

*EEEFIR(BEESEE):
https://www.mhlw.go.jp/stf/seisakunitsuite/bunya/hukushi kaigo/shougaishahu
kushi/techou.html

* /B ERRERTE Y — https://www.shouman.jp/assist/
11. SROZFRE - FHREE

LCH [FRZEDLHY ICKUSBRAEHNER D8 M DERARBHR AN EZE TH D, UHU.
LCH (X2 2RI BIRIC DTz ST HRE DL Y DFHAN R+ 20 EMH D, LWKTZMB Tl
LCH "RHERETHDEMMESRRHEINTNDIENH D, TDTzsH . MRARD L E R ERERRY
REFHHET O TLHEDL DD,

BARICHITFTDHA LCH [CH 1T DIREIUEFRAI I TZHEILL TLVRW, SV RIRFICE D<A
BAEDHEINEEND,

LCH O#IEHLEEEDENRIIE < RIS TIIAIEEEIIMEFEEEEZI SN T\ 2. BRTIE.
BRAFVSORBIRFEREHT TS LCH ZETIEBIREICX IS DAB/TRA DRIMSEHRMFEIEITL
THY. G EOLIBERICENSS VORABHER ITNIXRVAVREICDWTHSMIH>TLKE
ENHRFFEND,

LCH D#IH#T BRAF VORI MBI FERERH. 2022 FENSKETIFED K S REHIC
XUT MEK BEEZR(QEXFZT)BEIETRHERHOSNT VS BATOR S YIS TBHEICEIT TRER
ARZEITOTLUENS D,
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12. FBRDEERDIZHISEHSNTLSERDH

'Jj_'IIJJ

(1) HEBSREDIRE SR Z BN E Uz L I AN S LU FLIRD R DIEEERR (B AERA S
FFMAE. FIRNNAERERLRREESR)

LCH ZE2 O£k REBSDEASHARABERZITOIED T, 2025 F£ 4 AHSHBRINTU
5, LBHNEGR TRNRF CTIEH I BRECBIIEHEICHESND EWVWIIRBRMEN S FIFREMND A
25 FEHFER SO KBHIVNMERIESHRI XA T LA TH D, NENSHRAF TRERBOEREITD BT
SABRDIERING. FRERFREDER) 7)L—DOERE, BEERECEEANDBERRHEEEZENELT
L3, (https://histio.jp/ KYHELAHEIEE

(2) BRAF B FERZEH T 51T BFMEREKEICX T 5 BRAF FBEHE MEK FBERDHAEE
DEFNR T AR T2 3T DRI RAVERRMR

BRAF V" BImFEREETS LCH £ ATLMBIEREICTT S DAB/TRA DARIRETEYT
DRIASBHEAEN 2024 F£ 2 ANS 2027 & 3 AARFCEFHABE L CHBRIN TS,
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