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D TN AHSAEREREE (LCH) (23517 A AHRZER DR AT
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BERKFNER

(BR] T 27 )b\ AR AE (R R URERE DB Z e o F-RE TH S, AF
LCH #EREDIENERER & L T . RAS-ERK SRR A HHhE T RO A DB TFEENRE SN, BiH D5
MRS Tl ARAFV600E ZEE A 50%., MEAT ZERH 20% % 5D, AFBTIE LCH MEDIAMIEZER
[ZDVWTDFEEFoEEHIGE SN TULVEL, ERIEUTILEA LPRERVETII Y V—9I T
A (WES) f##TZFALNT LCH BN EMEMZRIE L1=D T, TOFHERIZOVTHRET 5.

[753£] 12 510D LCH AR DIEEEiERIA T 11385 7 « VEEIRIK (FFPE) AL, UT7ILEA
L3 PCR3EIZ &k V) BRAFV600E/K/D ZEREICDULNTHETZ 1T o=, 5 HI0 LOH 4B Dt RisRik & R
FHIHARE (EEEXTER) Z AL WES 3T 21T o 1= GREIKZE /NIEREIZIR. 2EEXE NESSB"HIR.
BERINEEERtEU2— M RELLELOHERFR)

[(#5R] ) 7ILR A LPCRET 12 f5ilch 4 451 (33. 3%) IZ BRAF EEZHRH L. LYt V600E EETH >
1=o WES 24T Tl LCH 4RI 235U NT 5 ik 3 I ZBREROD MEKT R ZARH LT=hS, BRAF ZEEITERHTEH
21z 2D55, MK EREBDHT=3BIEE T 7ILA A L PR T BRAFERISIEETH o 1=hH. BRAF
EERMTHT= 2450 1 IIZ1) 7ILA A L PCR T BRAF V600E ZEEHMRE Stz

[E52] SEOEFTIE. EREEOLAZRAL LCH MlANEREIThih o1=1=. LCH fHlans
BEMENC ENFEINTz, SEIFALVZY 7ILA A L PCR EDRHEREEX 1/100al lele T, WES fi#
MTIIBRETELGA of- BAFERZRHTE -, SEHBEIEOL. RBTO BAF EEDBES &
VEGERIG & DBEE, #if-7%: LCH IR DEIEFERERE L1z,
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KEERRE 1), KEFED), T 182, /NIELED), FEBKX1), MEkTiE 1), EZEXE1),
ARANET), FAEWI), BREAY), FEEFH, ERTL, WEAR—1), EHETF)
| B BEERENR 42— NEAAE L2 —.2 FERRIZESR. 3 RIRFFATNRILE - EEEAZTED.
4 [EIFRIEEOMTER

(#E] 5 27 )L\ ZHBRSHRIEERGE (LCH) (. BBE TICHEIZET 5 Z &AWL, (2,
MDEND GRS £ DN MER TG EDIEARMGIZREREIC DEMN S, Fi-. FHEMITHLITE
ROHABR G ETERBUDE-EN DRV £S5, TN, HHRIZL 5 LCH OFEEHTRIIZ, #th
DEET LCH ZRE 9 ZFRNHNISER LEREEZ 5Nd, SEFEZILLH BFEOWMHKIFEEHR
EICEHL T, BERIZDOHMSFIRICDOLTHET L=

[Ai£] BRI BEEEWE 2 —CEE LI-BHEHREREZ LT, LCH 3 (n=38) & xifRE (BHEf%
1 R+—, n=15; BEEZE0LVERESEE, n=41) DB L. LCH 2 ERLRRIC
DWTHREEL 1=,

(45R] LCH BB RIS REEET 5 [R—h—Hlia) A#oh (EEE 0. 6-6.8%, fhRfE
2.4%) . MEBEIZT TS DHBAER SN oz, Tz, a-NBIZK S ES EBIZHLVT, LCHEF TR
SRS ERIZS A o1 (hR{E 0.8% vs 0.0% p=0.001), ZhS>DHMEE. Dla fEf$iE LCH
M TR ONDFEZMFEER ST, 70— A bA MJ—ZFRAVTH, BEDFEZE L > 1-HiE
BLLTRETEGN oz, EbIT, v—h—Hlah %% L[S LCH AEFIZH LT, PFSHAFEICE
WS EATRENT

[E5] Iv—h—Hiia) & ES EiaF5IEMARIE. LCH DRAEIZH:> TRRECIEM L I-4iE T §ik/~<
a7 7—UkMa L RSN S, v —H—HIBELL (X LCH DFETARF & 4 S rTEEEA B 5., LCH
DfERE & DEHEIZDNT, SR AREIDVETHD

(#5:E] LCH DFIIBATR CTFRMIRETH D, BHICHITS [v—H—Hlig] OFES LU, ES
LEREEEROEN, (FZhTh LCH DEEEXFT 5,
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INR LCH 217 DigseiRiE & Ean Pk - JLSG-96/02 BRZE TR

A B, EHET. SHEE. SEEE
BA LCH #i5t=

[(&8] /MR LCH DESRFRITT 5 R ViEaRE LT, iFiE. I, Emss. MRED 4 OhHIF
BNTUWVD, F, REIFEM T RVEREIFE SR EhRE SNz, JLSG-96/02 BFZEI
EFRInf, NEOZHEERE LCH IZDUWVT, gL £ Tk & DBREICDULVTHRET L 1=,

[(5:&] /MR LS LCH 206 {5 (JLSG-96 59 {5, —02 147 f5) 12HULVT, ZsDiREiEsRE LT
EEDSVRE EEMTERICDVTEMN L=, Kaplan-Myer ;5% FUL\T logrank test [Tk Y BEZEED
FEERETT o1z, BEEFENTp EH 0.2 KBEDREZHEHE LT Cox el \F—FETILE
RVERIERIE (%A - BREEEPQ.2) [TXY SEEFTEIT o=

[(#5R] MEHRZEE LT, BE 68%) . & (7% . 1) >/ \E1 (39%) . &mnas (3%%) . AT (32%) . i (21%) .
fifi (18%) . RfORER (16%) 0D 8 TREDMEEMNEM o= &AEHID 5 FrFRTOD 0S 1& 0.951 % (95%CI,
92.2-98.1) THoT=e TNENDREHY 1T L1 D 5 FERFRTOH 0S (&, FEEFRE 93. 6% vs. 98. 5%,
p=0.132, BIRZ 96. 2% vs. 91.5% p=0.176. ') >/ \EWRZ 92.5% vs. 96.8% p=0.160, :EMIFHRE
88.9% vs. 99.2% p<0.001, FFHEZE 86.2% vs. 99.3% p<0.001, FEHZE79. 1% vs. 99.4% p<0.001.
FRZs 94. 7% vs. 95.2%, p=0.896. RRBSHEZE 97.0% vs. 94.8% p=0.612 TH-o1-, KE. B. U
JNER, EMER. BF. BERAEHE L-ERIEREIC & DL EEMTTIE. BREL V' — FLE 38.2
(95%CI, 4.8-301.6), p<0.001 CHE—FELHEFTH-T1-,

[BREFLED] JLSG-96/02 DaFR— FMZBWTH., REDERIIEFRICERELEN T, &
RE [HY ) [FEFERNSIMERIZH>T-, BESMMTIE. . B ElHRE THY ] (FEFE
NEEICEN 1A SEEFTTIEIIRE (HY 1 OANERRICEREL TV, S1&. BEDE
AUEIZELTIE, BF - B - EMEBRREEZ ) RVEFEITRELEEZ NS,
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SAMRIZEE L TLV3 Rosai-Dorfman B &5 S BB ERERERESI

WFE RES. REF (2. BRE L. {EE S8k, BTE X
BAERMKFNERFHE

FEBIE 17 mBF. 15 F 4 HhADEHIIEED) U/ \EIEARICSTE . MRIEZ2 LT v/ Bt
#11-o1-, CD163, CD68. S-100 EEHA ST, CD1a [EIEDFREBERRMREDIEEAH Y . 1) 2/ \EHEE
[FTERETdH o1z, 15 F 10 HNADEFDAERR T o/ \EHEETREICFEABME LIER L TUV =z, #R
HAELEZ oD FERIER T4 FOATHAEREDHNFIITRIEETH Y . Rosai—Dorfman f&IZ
ELVERE EE Z 1=, PSL BA¥hT 20mg/day TIE!) L/ \EIDEKL: EDIEEEH & -, 80mg/day TIL!)
VN, MEREE L ITREEZAHEDEN, V) U EGEKIEELT-, 6-MP, NTX LDFR. >4~ 0
AR UEFER LI, PSL DFEIZHFVOER LTz, LCH 24 TDILZEEEO PSL+20dA L7 £ H1T
S1=hN, BB 2 \EOHE N EROT-L DD, BEOETIZK YIEKIIEM L, IREXTAA
I3 30 mg/day M SiHETEGLMREEAHRLIT LS, JAEARIZ DOV TIERICERE L TLSEHITH
%o
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HEEFRUERICHERR U -rpideid ) R 7 REBNED S 27 )i N ARBIBEREED S 5!

EDRT. AhET
HEERASERER S — NS

ERRERZEH B S UTERICTRIE L1235 U7 N\ REEERED 2 &R, BfiE XP (CCEEER. FEm
B1Z%#D punched-out lesion, HEE D5, 6 AIBISEEEREHY . RI IZTHEARSEAIEZ MR
DHHEENERZRDT=. IIETREERL Y HEIERE T\ EFE L HERERZIT L. BRAF V600E ZEEZE2H
f=o CRP 11.45 mg/dl, sIL2-R 2853 U/mL L&EfET. wBERMT H5T—h—THo1=, REFEDE
BHIE M o T=hY, B S EREE R E 20T, JPLSG02 induction A 4T L. punched—out lesion
DFEINER—N—DIET RO OFRIML TS EEZ, 5IEHE maintenance A Z#dEL =, X
T 04 FREHISERBREEN—FHET 5ELDD., 1 22—/ NLORICHUEL LTUL V., JA5EEH
L% 18 BE L Y FURDENM, CRP M LR A2, 30 3BT punched—out lesion LK. sIL2-R DEL
5. IREREHOE(LFEDT-, failure £&Z induction B ZBIAL. TIREEEHHEDS RV &
% IVIG Z5efT L1z, BRFE induction B TR THSHHY. IREKEHE L UVFURODERE. sIL2R DIE
TZRBHTLS, LML, (&RE LTEEOEMENASVERTHY . SEDEEAHELUTRE
BHEFRAIZDE AR LT=LY,
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LCH RS L /- iR+HEERZEI "3t L SELLEDRA IVIG #5217 o7= 14 HIOEREREE

IBHEET 1,2, SFERE2 HAE 2 SEEEF?2
| ENREBEEEREAR 2 — NEAAE 22—, 2 BRLHBIRS

[#S] LCH IZB8&E L f=iRsE 4R ZE (ND-CNS-LCH) [2HUL\ T, HHMERDETICE YELL
QL ZET S5, REOET & E@EAREIIBALNTIIGE . SAETIZ AraC, ATRA, IVIG EDiA
BEOEALNTIVS, SERFEAITR IVIG 5HIDERKREAZ R L=,

(5] LCH BARSSIBEERD S B AT o4tz 14 FID IVIG JEEEEE &SR ZERT L=,
ND-CNS-LCH (DE2i#7 & ERPRAEE BTl <& MR] Ef&FTR. EDSS. SARA. MMSE R a7 B &L U EERH#ELT A
L=,

(#5R] 14 BlI=EH1F 5 LOH RAEFHEM TP RIE 1.8 7% (0.2-4.9). IVIG JAERakFEn P RIES. 0
i (3.2-16.5) THo1=. WRI EFE I/ 125, EE7HI. 536, NXERET 7 HIFEBH o,
11 Bl Zfa S O DFHSFERD A DT, Rl BEORRED S B EIRFE COEMITPRIE2 2 5

(0-11.9) THo1=, IVIGAEIL 11 HlThhR{ET. 8+F (3.3+11.8+) f¥GchTho71=. IVIG BHsARF
EDSSER 7 (0-1.5) B THIDS> 5. 4 BITHHFERDETE <. 3HILEDSS 2.0-3.5 [CBFE-T
LMz, FIRBFEDSS BRa7 (2.0-7.0) #D 5/7 HlIZHE LT L HHEIRDEI T B L TLV =, i
ErFRT 12/14 HlIEB WSITH TEERIREEE R > TU V=, HFHER 37 R1EIL EDSS 2.8 (0-9.5).
SARA 5 (0-39). MMSE 28 (3-30). FT-ZEXEAURIL 12/14 BIATHILITTH 1=,

[Z22] ND-CNS-LCH #EfTZ AT S Ai5E LT IVIG DBERMARENT -, EFIDERE L RETE
[C& YR B NaEENHO N E LR LHATREMEA B Y . T oEARETHWETH S,

(#z25] ND-CNS-LCH dim#Eim o IVIG A EREAICHR T 22 &Ik Y. KYRLMRKREETO QL %
RufToNAAREEN B D,
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(#6E] 5 27 )L\ RHBRSAEREERAE (LCH) (F, RISMHRBLGEOMESHERELGOIERSN TS
HTrlL. EEREREMEEZET H2EES U7 LA\ RHREAMA 50D b A—IERIRGE LT-EE] &
LTLCH 2R A HBHAHER DD TIEZLIDE WS REETIL (IL-1 L—TETIL) ZFRIBLTz (Cel |
Commun Signal. 2015, 13(1):13.),

[LCH] S LEBET ) XE28 (riskorgan R0)) ~MD;ZENHEEMN S, LCHRO () (Letterer-
Siwe disease) (10%) & LCH-RO () IZ/+ih, LCHROG) (XE IS, multisystem (MS)-LCH (Hand-
Schiil ler-Christian disease) (20%) XU single-system (SS)-LCH (EG) (70%) [ZH+Hhb. b4,
monoclonality, BRAF ZEFIRSN-FHELY, EREMRELEZ DN DDHS (2008 FFI470 WHO
nEEE). LHL, BBHEECTRVLERNLIIZE|HAIREDH HHIEFE THIZE BRAF ZEIFFED
bhdm%E, A OMELNENHoT-.

(AL IVHRRER ) A—< 04 JLA (MCPyV) ] 2008 Z=( A )L UM LR R S t-. FalE, 2014
FIZMCPYV & LCH IZHEREA HHFEFHE L. FH 4l LCHRO (+) &FE LCH-RO () BFEDOFRMHEIM
TOMCPYW-DNA DEE (BEEHY) ZEHEL (Human Pathology 2014, 45:119-126), MCPyV BEEAN
FEEREEETILO ) A—EED—DTIEGELWDNEEZZATIVD. SEIDEETIE, HEMRETHD
BHKFEFIMEMFRE (KREHESIR) DOEEHBETEID NP HAIRLHE THRETFETH
3.



