69 RBIENRLFBRRL 14T 14kg OREBD ZEFICEEAR L VBT L 2o, BE
FRIHT., HL, BREFEF. KAPOREDODMTAHARERXT MANRREF v, 7
VEDR, FRALIFT—N, V¥ ) 7IN, ERuZuuF7P R, 7oAV Tho
Teo BIETFAIBRBOEREZTEL T Y, MWKIXEL O dancing Tholc, ~E—RE
—A—EoTeH 30FRINHLESEL TN, BRECIIRE, k. BArFR, ZE. ’H
R IREE X 2 o T,

L2HFEFRBII-L SADERBOMBERE LTEZ bND, BKEBDIIEEME, NS,
V=T BYMEZBDL¥BR, "E—RE—H—ThHAZLITEOHREELED S,

FHEFTR L LIS SER S hie, MEKRAETIIUAT, Cre27,. Hb99 T
HY—2HREIXCr el.l THDIX 10.6 THot, EREEET o —TIEED RV BIRE{L
EROEDMIFRII R o T, ERIEKBL EFRENRNTRBYBELERIFEH S b L
B X I RE R BEAO flow HEOFREEEH(E A?)bREROW I, BE
I EREDT-DICABRLE

BHEIDLERITE, BHERE., ANl Vot BEL2RBOE, HREMEE L CIIBAakkE
E, B, BHEEEXEHN D, MERYE (ICHEZ) I0BRITE., FEETR, RERE
BR, _RET I F—YRE3ERILD 5, BHEE BICMELE) 1L0FEIKET
BEEZILY 5, EFMEFEORKEEFITESLEZ T, AMiIBHERE D> TE
TBZERDD, DBEEEIITEETH o AT a—TELF U RFT—T OFTA T
Mo,

ABZBEFTR. & LCIXHR72, BP165/64. RR16, SpO2i396 (RA) Thot, K
M BIRESIEE Chole, 7 A UM R, FIRIXR < E\E#REIXARE L 12cm T
bofe, DEEEREIXR - NEREORIENMET 2BB L, FEFEAEMCTRETF
BN L, BT CHERERS FREL 1ok, VIUNHERLRBDRIoE, R
UBEELR Ok, BHMELER CHAET. BHRKAEE. BHEEL R

27,

FHRED LRI LT a—TEERRONRP 072 L 2R D EENTHoT, 7TI0A
R=Y R EORBHEREBROBEREE L THIEO LFOTME2HATE 5, HEMEMRE
FixvA 7 —H&, BE, OERERE. BIRER. BEXR2VWEDHE XTI,

BIRENBOZ VT F=21% 1.7 2 o7, WBC X 7200, Hct27.5. P1t221000. MCV iX
74, FHRFMERIE 17000, $ki1X 21, FFURAT7 U2 135 CEEAREIT 169, FS U RT



=Y UEmE, 7= Y Fr 275, RRIFTRIZ- & &9, f8fHEIX 114, ESR iX 91, CRP
it 132, MELRPZ A7 EKKEHTILE, Z7u—Fadbifk, « LSO RER)
o7, FRRBANVEV DRERP T, HishikR{E. ANCA. RF &fE, HIV, ##E. 7
A 2R bRETCHo T,

BEIIHAICE Db DDENTH S5, 7= FUREFTLLLL LT, SiEdrEN
BETHBZLIIBHRBIZEAAMTHEZ LE2REETS, LBLARL =Y FUid
AMHRIORSHME TH Y RE. B BOWEELZED D, BERKSORKRIIEHE,
T PV AOHEEEZRET 5, TR IEDHTRIZ SLE OFEEEIMEVNZ & %
TR D,

DEBRFROMICERNET I —FRIWBEBCLDERTEL TS YERNICFLI—Y%
TEHICELRBFAETH21=. BHBTI—THEIOKTENRShiz, BEBEFROEHCT
TRABTELAUOE. BETOBIRBREAOKSBHERZOELH > =HRBAEIKE L TK
HIRITEFShTUVE, MAIICESEOEVEREEZBN . FLXABICSRT H/MEH
(BHEEEZROES. KRLNLOERZBERAA FTTToEMEIEIS ot

CT T b BXOFTRITE. BET OBAROEMEBOBE TH D, Z 0ERFERIIFEM[D
BEEL, WREBROLRABLER DD, ZOBEITE, BERREERZ2MITRED 2V
7o ERRIFE XIZ W, BABED Y Vo EIXAEA O BEE B ORSAROENLLE ET
DRI OITHBMICIIFENCRET D, KEHD, 2580, RERGLES. RE
FAZEIX R EEFRDE VY @ fibroinflammatory tissue IZ&EMAOLRZ LWTRTHD, Zhbix
IgG4 BOERA ; BEBEHRHEE. non-Langerhans HIfEDFEREERIEFESE (Erdheim—Chester
disease) IZX > THRI D, LD L72NbRERRHEEIZFEE & KM ORETEHE < B
LRV, IgG 4 BERBIIREFHNC IgG4 BIEBED U T E MM OREIC L 24
HEE DRI TH B, 1gG4 BIER B L i Erdheim-Chester disease (322 HRIc ¥ B2 5 2
9%, ZLTZDBED L D ICKBIRABEARLEABEOKIEROBRBILLLORETHRL
v, TOBREOEREFIIEL HEEZHMBLETHo T,

BELHYEIARTRAZEELZHEREISEDIZ L 2BAE, G EETII—D Y7
ZIABEHLTNWD WS ZLidehol, BRETLTWERbLARWEEX, AEF
+ZHRBAESE. KBRS KT SN S RBIE R 2 7, FDPPET Tii—F 05 v ¥ fFE,
BEREARY R EOERERD -, BRABAGEOSERBEITI N, LML I1gG4 12X 5 b D,
Y U NEOREIIR LR fibroinflammatory OFTRE o7z,

IgG4 EEE 7217 T higG4 BERBEZRIMNITE RV, BRBEFEOEROER LY 1gG4 HEE



BBV BRETHLZLEBHTH D,

ARIZTORBEEEHRT 2 LEIEBMOZTLETHRLROEMBR D -7 BE L,
WEVABBNRSBRYVBRBT I ROBATHITRWVIEE ThH o, SREIC L HIRENELE
Lok, TLTEOaY br—VERRTRIEAEAHE I TV ok, RFMICEIIERR
FoX D ETRBRKICR-TEBELE, —RHUICRFREI LV I BEMIMEEL TERLA
ST, LDENRELIALEZEZPIEARENS 3 A RICEABE L, ABRRIIERIX 37T
T BP133 - 52, HR46 o7, RUMBEERIRP >R ERICH I VLTSI L Vhkdh-o
7o BIEHEDORBEI2EECLAERTE TS TEHHOLENI6 DLMAHTZ R o7k,
ZOMOBT Rixb v ik of, BHEREIZO 2 CEMITFHE, &, EREA < FFMEXX
Rolc, BREIXER CESERAD 2+ Thotr, BN VHRLERE CHREAKRRRLE
otz

I LWVER a7, BERD, BOFEA, BREE. LERITE H 572 Whipple's disease
XEZOND, FHREROEGIE L IEHERMNLEL 2D,



FRBEBALVE Y VAV, vit.B12 VRAVBEER CTHo 72, BEE MRI TlxAAURER
iz mass Y, (Fig.2) BHAH CROEEE., HNERBKENOZER 51mg/dl(iE ¥ iK%
15-45mg/dl), #% 66mg/dI(IE¥ K 50-75mg/dl), HMLERiZ 0 /mm3 THh o7, PCR (¥
APATwYA VAR, EB YA VR, BlI~AVRITA VR, KE - HREBVANVA, =
YTRUANR, JCUA VR LTO) 12k, MEREKO VDRL AR, MBELRAED
FERICERE, BEBEERO 72—V A P A MY —Tik7 e —FNi2b ik ok, L MRI
TRALRE2E, FEERBRRUVAVAAVIORWHRRObDZ2E D, (Fig.3)

MR R IO mass OFTRIZERBHERKVIAD D, RIFEERE (Fraof F—U R RFE
HERENER (V=7 —RFE), EEREREE (LITLIE IgG4 BBEREICEET D), U
YAEPREERED mass FRATE IR, ZNE TRV OPFATERVWHREH D, =V F
NA b F2 R —FIEE—TEHRBHONRREK, £OL, TROBEIELRFBIFATH S, B
VOFTTT 4 —TRHREBRERN Y-V ETRL, ROBEL LTRYETHD,

Tc99 TR BV FEITV, AR, REEM,. BEELOEFRRICEMOBMER D,
(Fig4) VV NS U TRAANORBFEM,. REEMCESEEZRD &,
(Supplementary Fig.3) REDOAEBRTIXEHE~D CD68 B DIEREBRROBHE % £+
S>FROBE{L, Erdheim—Chester BIZHFEHEBM 2R Ho 7=, (Fig.b)
AvE—T7=znyolREPRBHRBROE-BRTHY, BEOEFLI-ZHEIRR
WESIZITS. BRI IL-1RAEART L I=R 0T X7 BREH,

TTIZODODDBEIWAVF—T7 zu VREEET5DIXE5EMNTH 5, Erdheim—Chester JHIZx4
D7 FTHXRUTICEDBEREIID 2L HE»LEERM TERE. TR, BITOREMB X ORE (ESR
R CRP) DBIBRBOPCEELOBRERHD, ZNLDFr—ATREHBOT X I X 51K
. REEFCBRECEBH RBAICHEEL T2,

2HEBUAIC ERRMOEEBRDITILAELEL LR Aok BFCEBRLHEL.
HHRBOLRESHE L, 7TV 70MMBER. BEERMBOSFFHHZEICT BRAF
EREPHEDONICRoTz, BRMKIT, POBENCMERIT L5 RFRKOBMKEITHL, X
A T7xz=TRM. T3Pkt ok, LL, BERXBUCBBRERLEFIZAED
hNic, TORBR, 7THHU IR RATF72=27 L bRRISEERLARY, EREIESHIZ
WELE,

BRELT4PA%, FEBIUCBEBERIR—RXAFAVIEETR-oTEY, SEREIERL
TWadol, BB 8 »A# DL MRI TLERIIELR2IZAZLL 22Tk, FDG-PET T
TLE, AL, BEEED uptake 122 2> TEY, BEABEGE. FXEBRY > RE~0D



uptake 1334 L Tz,

COMMENTARY
Erdheim—Chester J&ILIET 7L 2 RFEOMBBIVE T, BEEOARMME GRERER) MNeHttos
fE-REBETRTLDOEERIND, 1930 EN K 500 EFNBESNTREY ., TIBTHETELE
A LT3, Erdheim-Chester /& i ZAICITRE TR BEE~OHEBEROBENEE LTS
3:%7(. LBHLTWVWD, LrLedb, LIRLIESREDERABTHY, ExOEE (R, KR, LM
B, R, MRRRRE) TEETD,
ZDFRBIT 40-70 IR TRIET 2 ONRFEH TOCBHEIMICRIET 5, BREE & L TIRE O
BEEIEETD, BRERLIS DD LD T E0%ENVEREIZALND, FEAETRTOEET
BRRDOBBERROM 5, ARMIZIIAAXNHECREEOREDEEILEEZRD D, BB, FE
B, BEREXLIBDS, LOERBE (RBRABEORERZE, LER. FERA. BLER~DH
EFHERE) OFTh, EE~ORBIXZOFr—2ATHRHE, KENRERREIX 30%IZA6L,
LIXLITREMAEL & 727, TEEROBETIL. RAESCIBREHORR & 723 REZH~DORHE
i3 1/4 DEETRD b5, 1/4-1/2 TIT/MERCHEIEIER % 73 HER I 21%ICFHET D,
FREERROBECTRIECOFRETF &2 5 5,
ERIIZWOBNT L 725, REBEOEFEIBIZIXp TI<BHOIE, BV VFTixXp TR X%
WEZ ALY uptake ZRDBZ L L H B, 8K CT FTR Tl hairy kidney GEEER DB B
JE~DRE) X coated aorta (MIREFEKENROARESZ) 1P B, hairy kidney DHFEIIZELITH
R TIIRVWIR ZORBEEE XD, PRHFRZRCREREOFMICII MRI D FRFEN D, B
BAFRMNE ZORBEZEOETH, BEZKICIX CD68+. CDla-DMEMEKDZEED H 2 ERHM
BRNE, RESOREABEZIIRERIEBEZD, W ODDTEIAL YA ALYy (L F
—Zzura®frF—u X 1) PEERKEZBREOEELCI TS, Blko s o —I3ENT
F2n, A7 —T=x2nraldB OMETEBROBRLELLNDIH, FETERVEIEAR
RHFRHRERRCLMERREIIIIREBONDZERHD, A F—aAFxy 1 REET - #F
=R MDTFH T TRE L-REE, LB, BREDCRE TIIR/NROBEA TREEZM AT,
RAS-ERK tWH VI FARBOERIIa ba— L TER\WEEL2E X, BRAF V600E ZEIX
5A%TRIE SNz, X BHITRAT 7 ==71% BRAF V600 ¥ F+—EDHEET, ZOEREZRDS
%% # D Erdheim—Chester i 3 BETRAT 7 = =7 IO ORREDO IR ER LT, &
EDORAT 7 22T D7 =—X 2HFETIL, BRAF V600 BEDH D AT ) —< TIXRWVEERED
122 4D 5 %, Erdheim—Chester 5 & T > A A ZAHBSHERERE D BEIX 18 £ T, 1 #® CR.
5810 PR BRAH BNz, REFI TIERAT 72=T ¢ T7FF U T I BBEEZITV., Bk L TUERD
HEREZFREDTWD,
ZRHETHVEEORVWRBIZLLZ2BEZRLEDLIZ L, ThTHDEZ L, LELADRWERAT
»BZ LIz ko T Erdheim—Chester FED2ZEHI LiZ LIZEN 5, AEFI TIIHEEORE. BEAHE



~DOERHE, LER., RAEHD mass, ETEDOTHROBA®ZOBEZBEbE, Xp, YV FI77
T4—, BERICE>THRELE, RIOETOECIZERZENICEYIELILBE> T Erdheim-
Chester JA & W D BB LV E W, TTX 2 7iIc L 515%. BRAF ZEERE% D BRAF R
EROBMBLWRRER L 2o 7,



TV RENAL b s F xR —IR

KEY POINTS

@)\ ENA b« F = 2 F—FHECD)E, HBEICIXERREPICIREKABREED, Bk
REGFHEYEL CD68+, CDla ODMMBIRARAEShZB TSNS, —FH. Fv5un
v A HEREERIE(LCH) T DA #ERRIX CD68+,CD1a+Th 5,

OECD ## < RRT 3FRIZ, OFD Te99m ¥ F 75 7 4 TEEBIT b L—¥—(s
HH'E)D uptake 3H 5 @EES CT T hairy kidney appearance(BRFEEOKEER) =
hoREEIBAZEN S,

O FRBPREEIIBWOX—LR2IERTHY, ThEETRCOTFERETFLRS,
OFHEAICIER L, AFREFRCHEBE LB, IFN-a (b L< i PEGIFN- o)2%
FEBIRERY 5D, RROFBRENZ LWHILFET .

OECD iX2fofBEMkL BHRELTWS, ik, IFN-o, IL-VIL1 LES¥—T ¥
T=2 b, IL-6, IL-12, Bizk#EE S > /37 - 1MCP-1,CC rEHAf DS hFL e
SEFHBEELTE Y, Thl BROGEEHOBEL LTFELR,

@BRAFV600E #iGFERT, BAFRIEF Ch 5 BRAF ~OBEFER B &&,ECD
D 50% A EDEFITH BN B, <AhT 7 x==7(BRAF [AEH)H BRAFV60OE H{EFER
D3 5NN ECD/LCH 04 DBEEREINTREY, RAT77==71t kY BRAF &
HERESEH L CINLDEFAICEVHREZRLTVS,

INTRODUCTION

TNV RNAL A - F =2 2R —FIEIREBRADIET NN ZAEOBBIRIETH Y . 1930
A5 2013 £ TOMIC 500 FILL ENEFRE SN TV HHFEDPERBTH S,

RHRABERIC & 0 MRS ANE - HARFETHE SN D LW HHERH S,

RIS ESEREREE T, BREEOBFEE. RREH, RAE. RESEGER
REOIEENRSRE), BEEHES. AUBITER. REPELMH D REEREE,. BE
T, RREE, PREWER - DLER~ORE,

REFHROFEORBALHMNC OV Tit, Table 1 B8,

IV RNAL b s F2RI—F, FUFMNAREBIRE, u¥A( - FAT=B05 bl
BRA—rR—F v LTV BRIBHEET S,

DIAGNOSITIC CRITERIA

YUMRHE T, UATOX S Z ECD OBMEREZR T

O HBFHOFR  SEANME - BEEER - RANSFETICRERMT CD68+, CDla
DIRFAEFIROFHASBH b B,

@ BEEZ2EET R HATRER TR 2SR R - BRIEHOREE OBELE),

b LLiE Te99m BV F T T 7 4T, THREEEOEMIBICHFMEICREEMER
H5b), LEICRDLNIELH B,

EPIDEMIOLOGY

BV F—T73u—ENTNS B LHDBEDI L, ELIEBHETHB(T4%H Bt 26%
A&, 2004 5 2011 TR SNBID 5 b, BEFHEROTRIL 66 R+t14 TH
5 (#EBEHIE 16 7%~80 %), ECD D/NRRIEFNTIE & A L2 <, TR E T 8 HI LAREMN 2V,
RIEP OB E TILEDPA D OEEINIELH D,

CLINICAL MANIFESTATION

BIRE : ECD iXiZiZ2p1(96%) B B2 2T 232, BRMPELDIDIL 50%NHTHD, I
barbbT, RLHEEORVERNFFETH S (Table 1 2B), BRWIXE IIECAEC,
LIZLIZPEEDREHBIEN, EOFA IV TTHEL B,

DERE  HHEENEV DI, B - B KBAREBE ORI TH 5(66%). BHR/EER
~OMEBROBERIXBROEERSFICHR LT, BhEEBLENRETI2HE LD
521%), LEOREIE L T, 0ff - DPBEREZETHEbH D2, LIHEORE
BROFEENE @2%), LI VR —F2EHT 388853, 2009 FicfTbhiclm
FER7 Y —=r7 (L MRI or CTHCBET 2% AMEMETIL, T0%ICEEB TREZRBD
e FD5H 9%ITELR~DERERE. 30%TEZNOBESEEME. 19%SEEMHE
~DREIE o7,

IR : IRERGES ORISR T S, 25% 0D BE I AR HASHET B,
PESRDIGFTH U THERGED 5 5 B FHORBEFITEZIT 5,

PSWRE - ROFEOHVCHFWBRT L, MRS TEERZRT I LI IRIETH
BUHEIX 25%). ENTIXH BB, H70 7/ FVME, I F e vrairL, IGF-1
DRFIEER EOEFIEERH D, i, YHERT, 2240 ECDBEDS b, T4ICEE
BREBD, 55 1B RBFTRELEBOL,

KR EREE : REAEN 28%ICRH bh, RIGT-CIRERBRICS < IXRET 3, HET
1BV, REEMETHORES. MERBPBRETCOREDRELH D,

BHIRZE : 2008 FEIfThhic Bk AMEHETIE, B0 HRCT 217V, MEE~OREH
53% THRH b, 41% CHERESRD bhi, MREREIC/NERRELZS AL,



PARAHEARE : ECD @ 15%-25% T b, 2006 £EDHRTIL, FHRMRRELRD
TEEBID 5 B, 46%ICEEERIER, 41%IT/MEEERZBD I, HvhA, B, HiERE
R, BAE, BERE, BHEFEORECRELH D, MERENEX LBEL, 3L
A EDBETHEEOHEREICES, PRMEREL. ECD KRBT 32ERTHERAERTFT
H 3. 2011 FITITONIEFFRTTIX, PRHEFRETNEEATECEZTFETE200TH
dLiglmshtTna,

ZOfh: ARiCL Y, R, PRI ) OB~ OBBERHALLEW I BELH D, 1
BA~OREHEL DEFIRENH D,

TRYING TO ASSESS DISEASE ACTIVITY

80% LA LDEEF T CRP D LR W 245, BEIEROBRBRRERDEEL LTRA v 37
MZZ LV, FAEBMEL, ZCERERCHTRESRREG 1A JL)THlEh 3, &K
BEBEDOZ a7 Y JIIRESLEN TV, EBRENICIT. ECD ORBEEEEFET 5
EOIIX PET AX ¥ U BHERTHD, 748—T vy 7 TPET AX ¥ 2{TH LT, #
I FRARAE OIRREUSE  REICTHE T E 5, FRIC, LOLFRFEOTMS TTEET
HB,

FIRST-LINE TREATMENT OF ECD IS Interferon-

IFN- o 75 ECD OERICBWVTE—BR & 2> TV 3, PREMERERLIEREITH LT
iX. {ERIE IFN- ¢ (BMUX 3 EAB) TIREMIZZ LS, T ThhiE, SAROMUXS H/
EICT 3 - L AHEREND, BRIIEHMIChbE o TIThhBREFER, 5 OFEPLH1E
BREESUBMERANRBELRLTK 2B LW RERSH D, TOEN, AvF=7 -IL-1
TSR - ITRIEY A7V FUvT - RETHRREToBERDH > 723,
PRABECREND DL LT, BRAF A Y EEF—ThHB AT 7==ThbiTbh
B,

BRAF inhijbition may be an alternative to JFN-a in patients with ECD carrying the
BRAFV600E mutation

BRAFV600E DBIGFERNHZ L. BAFEIETF THS BRAF BIzFEEMLEE, 4
§aP® RAS-RAF-MEK-ERK &7/ FVEKEFEMHLEED, NALT 7 ==L 5 BRAF
TEHERED BRAFV60OE B TFERICLDEBUDN A T ) —v OEFEREHES® LW
SEENRH Y, D BRAFVE00E BEFERN, 2010 i LCH THRE S hiz, Thp
Z. [F CARKEBRIE CdH D ECD - LCH - RDD 72 & TR £1T o7& 25, ECD AED 54%
- BRAFV600E B{ZTFEREBHI,

BRAFV600E BRIZFERDH -7 ECD3 I LT, RATF 7 ==TREZMITL, VT

NHERER, REFRICREREEN S L Db, BRAFV60E BIETFEROFET
ZEEAEIIHLT, AT 722 REFERESNERETHS,

FOLLOW UP

2004 EOHETIX, BWEOTHAEFERMMIX 19.2 » A & : 0~120 »A) L FERRAR
KB ThHoTe, LALARNSL, 2011 FICHER I W LRI 2847 TiX, BUE IFN-
eI L BBREDLIELRIT 26%DHTH Y, bEELFERITI68%LR>T B,



