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AZ Bt W) I AR 7K S 36.14 mmol/L(3.90 ~ 6.10 mmol/L) , Ifil i
£ 183 mmol/L (135 ~ 145 mmol/L) . £ 5.40 mmol/L (3.50 ~
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I8 T AR 45 R 2 K I R R IR 45 RN T, Bl
X PR A AE " o T B R 2% 20m E R (IR %) 0.05 mg(11K/8 h)
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FTAR, IR 2035, DR BB 2 1000 m/d, 393 18] 5 iR FH B4 i s 24
AR AR E R ESE R . [ 18 A A AT (2013 4F 8 ) F A
AT AR, A — 12 A AT (2014422 J1) L F i
FEOW, (HL 0 P OE 380, AT B AN AR AE AR TC B kR, HE AR
AR 2 W R, ol 4 JiFik. 8 AN H(20144FE 6 1)
A% B MR R FUIG T /NI A s 22 s 22 % v 5
WAGS WIS 2 BRI (B D) AR 4 PET R A245

[ 5 K br AL B BUE (SUVmax) = 14.96], 25 & A7 1 /I v 18 S5
L 22 R AR IR W A CT A LB SRR . AT
LA MR AR (201447 A 1 B, RJG 478 A RUE
RME A7 0 B A0 S AN Fe b A B R K e
DU AL G TT e AR A RO (A R ) i 4L 2 UK i, R
ot R 0 5 o R L AR LR S P ) A b 2
[ e R v R s IR N e A B v N R st B
25 I R AN M 38 A T e D B i S B R R, A Al
AR PLGAE LI A Ao R 1A A (2014 45 8 A ) B2 A 252 0 i
WK A TE 77 180 mm H,0(1 mm H,0 =9.81 x 10"° kPa, 80 ~
180 mm H.0) , 14N H08 2 2 2 x 10/LL(0~5) x 10%L],
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hyperintensities in pons, right brachium pontis and right cerebellum (arrow indicates, Panel la). Axial enhanced T,WI
demonstrated multiple nodular enhancement of the lesion (arrow indicates, Panel 1b). Axial FLAIR (January 2015) showed the
lesion was slightly larger in 7-month follow-up (arrow indicates, Panel lc). Sagittal T\WI (February 2015) showed absence of
hyperintensity signal in posterior pituitary (Panel 1d). Coronal enhanced T/WI demonstrated thickening and enhancement of

pituitary stalk (arrow indicates, Panel le).
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Figure 1 Cranial ~ MRI
findings. Axial FLAIR (June
2014) showed multiple

A E B 0.62 g/L(0.15 ~ 0.45 g/L) . 4 % %% 9 3.89 mmol/L
(2.80 ~ 4.50 mmol/L) .54 128 mmo/L(120 ~ 132 mmol/L) ,
41 2 U R F 41 300/0.50 ml, 3k B 40 R EE 41 0.90 | 5 A% 4
J B A 0,10, 48 7% LA B 40 B S5 R Sy =6 9 480 S 5 B 4
P2 FH (MBP) 1.21 nmol/L(< 0.55 nmol/L) , % 5 B X 47 (OB)
Pt Hu. Yo .Ri HLARFI TORCH 1030 (=5 & AL X2 6 55 . 4
Feudps 7 . 1 B IT B PR 26 92 0 B ) 1 5 I v R il
W o TGRSk M) TGRS BT o I AR 2 I A A s A, R
HEBR B AT fE . 7 H K JE JE 1000 mg/d(x 5 ) i 3697, Ik
% 500 mg/d(x 3 d) J5 Bl Ik JE F 60 me/d FI R, F 32 ¥ ik
RIS AN A o WRITIIIEL, B AT A AR IR W B
ZWRE A AR F AW B Z, £ 201541 30 H kA
A MR & B AL W A 45 K (D), RoR itk — 22 i 51097
EREE L, LN 2 RER B R TIARL ., BH AR
PSR, ToA IR O D P | 2 MR S5 00 DR 5 TAAIE 3T 2 48 S8 U
ARG AT T R B A TR 5 KR B I T
KM EH T 1 AR R T B AR,

BRAE sl AN s B G s ¥ e Rk

A B Ja R KK A IR 36.5 C L FEIZ 12 W /min, Jik 48
78 W /min, Ifil i 132/86 mm Hg(1 mm Hg=0.133 kPa) o Bl
IR A AR SRR B A, GRS
ATHAE M A ML CHR A S A R R L AR AR A
BEARLN 3 mm, X6 S R, BRERE Sl 1k A A IEE AL
Yyaf WK IR, CE L, SR HAT J1 . A%, A
M AR, A5 b, 00 05 8l B R AT W RO AEAE o A
LTy 590 220 5 20, LAk 3 35 165 5 A 00 Bk — 3k LA g i
S5 = T 22 M, A O Babinski fiF AT S8 BA L 5 45 00 45 SR 56
PR - - 3 R R, T O R, A S o AE PR
TRV T TR i AR [k AT R R, B B, H AT
EANEE

BB A SCUR AR A - I DR AE R T S Re i
1MLy R8I B8 3 F O R L i AR 5 R (TG) A
3.92 mmol/L(0.45 ~ 1.70 mmol/L) , 4x 5 F 15 A B . 1l 75
AL G- B 1 (hsCRP)5.36 me/L(0 ~ 3 mg/L) , £1 41 Jfg 1L [
R(ESR)24 mm/h(0 ~ 15 mm/h) , iR HLAR (ANA) 3 Bt o1k
L2 15 B AR (ANCA) Bt AT B2 IRCHE AZ B 5L (ENA) Bt 7K A
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Figure 2 "F-FDG PET scan showed obvious glucose hypermetabolism of brain stem (SUVmax = 12.10, arrows indicate).

JK I T 2R 4(AQP4) B AN 45 B 5Kk F L Wl (ACE) ¥ 2
B0 s CD8"T 4H it 5 % i o I3 TORCH 10 9 A7 B 4H Jif %
H 1gG F M BEVE T 760 TT 80 A 40980 125 25 19G B L A% 3
SRR TR, BN DNA R pp6s Bt 5 B ; 45 4% 43 A AT B i
PR EE AR TR R L T 4 I B U3 (T-SPOT.TB) |\ A1i [GAT 1 ¢
ARG IR PO L1, 3-B-D ARG (G K I) LBk
B D N S e B CHIV) B 44 | 4 i 02 A 10 e 6
LRI (TPPA) ¥ I . 25 7 MW 7K F 6.60 mmol/L B 1k
MLZE 4 P (HbA Le) TEH 5 943 W0 3R R A W b e R o0 3R
(ACTH) 12.12 pmol/L (0 ~ 10 pmol/L) , JZ it BE . A= K it %
(GH) BB RREE KN T 1(1GF-1) 252 T 1F # {836 Fl 5 1k g
B 227 5.86 nmol/L(6.07 ~ 27.27 nmol/L) , 5P 1 il 3 3
(FSH) ¥ M4 B2 (LH) I FLE (PRL) Mt B2 MK
FAE R KOF o I PR R AR O A R A R R L T
Hu. Yo Ri BUOR B4 o AR 28 30 i 4 ) 135 mm H.0, [
AN M 1% 2 x 10°7L, 2 M 2 & 0.67 g/L. 5 & FE 4.20 mmol/L.
AAL Y 123 mmol/L, 4 ML 2% ¥k v 11 40 L 4 10/0.50 ml, FL 2
2.47 mmol/L(1.00 ~ 2.80 mmol/L) ; TORCH 10 %i , EB 45 7 Fll
L 20 B 955 7 DNA DR il 3% 2 7 28 3030 (RPR) 40 1 1 2L 1
WH VIR A B Yt BBk o bR R B B IR R
M (AFP) 8RBT (CEA) B PE 5 5E 50 2 X7 L AQP4 BT #4 ]
P 5 00 T R TG PUARBAYE . A PET SR, A7 /)N i 1]
FEi N T e 1R i S 1 i I 1 T i =
(SUVmax = 12.10, & 2) , AT BB M A8, il AT ik — 4 2
A 70N i 7 T AT A AR, 5 ke S B 5 U AR R
i b A A . A2 AT MRI(20154E 2 ) 8%, A5 M
15518 2%, 1 5 e i R T A A9 ) S 3RO s Ak (181 1) 42
FLR T N 1 BTN e 2 N A Y O RSB S R i
e 5 5 43 B 3 € A A T LA BT R AT 4 TR 80 oA Bl e
2 R 2D b B PR B A MR RS 5 0 N i B R S 3
JE o Tem- 3 3 R R R (CTe"-MDP) ‘B AR R, B
BN B R S KT BRI 3 R 48002 O R B A I

T 211 it 20 22 40 i 48 A2 9E S Erdheim-Chester Ji 5 22 01 I 51
B AOEE 5 ~ 9w il A2 DS 6 A O R Il S 1k 45 IO L
AT (E3) s RAR WS F . FEKE XL RR, SR
BEEHBESE. BHEOMERLHE RN, AIAFECTE
N, A O S 2 I A B LN R S R O S 5 e v
B

BWSIRYT 4Rl (A IIBR R ) s 4 2438 K R i 5 28 41
2 AL 18, T UL A 0% JIE i 7Y R TR U5 AN AR, /0N il
G AT ML A T L 8, 21 20 200 RIS i 1 R kv B A 2 o R WG A
&Y, 2L ER S H RSN, LTS R5K
AR SR AH DG, AT R R AL SUE KA o A I R A T
R e . 2 K 2 588 T O, B R v R E R M 2 4 A i R
18, 8 BBl 22 4% B 4N, 20 204N M T 2k fL BH 5 S ges 40 8 Pk 2
Yt CD68 FH M, CD1a.S-100 £ [1(S-100) .CD207 B . £
) R BG: 45 19 3 G 25 SR < R M R R B, A R Y K At At R
Touton L 411 L 5 45 , £+ 12 14 4 1 41 ¥R i 5 fo i 21 204k 2
{6, CD34 F1 CD68 FH A , ¥ T B (1ysozyme ) Fl S-100 1] 5E BH M- ,
I AN AE A & 1 (PCK) .CD15.CD1a 45 8 1 (Des) B .
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PR B JER T G R DRG0 5 SR e 98 W ol B R U 41
24 21 20 i) 38 A= 5iE P Y Erdheim-Chester % . & MR E 22 )5
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iR T TR 2 U 3% 42 PR A AE o AT B 40 L I RS AR 5 Ak
TIE 2R 0L B 0 5% i B, 2 A R HEDT, BE B IURBUT
PR AR AT LT, H AN BE ST AT A S
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WA, (EL g 1 2 e A X 0, R A R 9 e e et 36 T Rk
JE AR FURR R YT ROR IAE s PRI R 5 R 8 2 AW
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3 PTe"-MDP B AR SR, B BB R B IR B
St T30 S O R 4

Figure 3 “Tc"- MDP bone scan showed symmetric
radiotracer uptake in the distal ends of bilateral
femurs, proximal and distal tibias.
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GE32 o (4) 87 4 B2 RS AP e B2 Ik 32 2R (5) T i B,
B Te"-MDP B BAR T A XLRRKEZR, WE KT
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P 22 S M 9 728 110 2 135 T3 g 2 1 2 040 i G A M 2 L B
K R 28 R GE AR AN, LSRG AR ] B 2 A R G (AR
I AR 22 BRI AR 2 %0018 W R M, 5 LA 2 200 K AR FRE ik
Yot 2 Wik o 100 B E R TR 41 8UE K cD68 FH M, S-100
A EEBATE, CD1a f1 CD207 B S5 6 2 R 5% BRI, B K
JE B A& DT 41 B 41 2040 B 3 A RE H Y Erdheim- Chester 5 o
YL T (1) Je Pk ISR 55 28 o My 20 20T G 48 7% i A O
PRI SR, 10 2% R R 2 3R 8 A P R e . (R 41
KB PP kb 3 B B R IOT I O S M AR 5 B A S A
A7, T FLAF A W S5 506 78 1 AR A, s Ak A% B o Ak A SR L 4
LUK, B I 5 vh T YA T ) I PR IR AN 52 1% 2 e B0 JC B
W RS, (2) IR . %S T R e R A Sk
oA AR A R 1 R R R L SR B O L S A S S
LR AR R DA 7 A B T T LR B Rk 2 A
9 DB AT, 0 50 S IR VR AN T L LT O B L A A USRI A T
49 A% U Y 1 R g T A

WMERHKE  BE RN DEDE, RAE 9T 1 4RI
AT AT HIEATE , LA/ 3 55 2 8 0k 5 R AE , 3k
B MR /8 L/ IR T 8 3200 2 &bt , 2K T K T AR
S S S A5 ORSRAL s PET A% AT WL S PF-FD G 3 H
Wi S56RE DIRIG T AT B B AR T R 1 o
S IO R L R RS K A BRAF VGOOE 28745, W 11 12 Wi Ry
Erdheim - Chester %% o #& i , I 2 2135 K GFAP 3 ik H Pk |
CD68 B , 42 75 4 28 Jie T 34 A=, I A 3 HF Erdheim-Chester
32 W7 , R T 3 Rl IO ) UL T 22 R B L BO0R AN RE I bR
Erdheim-Chester 35 o 31 B4 10307 41 it 2H 20 40 i 38 2 i v B
B X, 5 A8 T [ )07, W 02 D 9 400 9 I A 25 B R 41 41
KA o 2 0 B N 22 R 7R o A N A X A A S AR R
FUPESG R, S S35 bR . MIRI /i 22 00 b 46 55 g A8, 4k o ok
i€, 454 SCHR R 18 AY Erdheim-Chester 5 0l B K& @l 8055, 4 H-
B RSk FUANEL 2312, 25 AR E L BN HEBR J5 R 8 58 2 Rl S
S0 A BE, ERT R0 TR 1 05 B B b A5 o AR 1k TR
55, T b %S . Erdheim-Chester % 5 B A& 133 41 it 4H 28
21 00 8 A RE A 1 A 2 BRARRL , 7 3 5 6 1 s o LA e L Y
ol S S AR 2 R UL g 4L Sk Y5 CD6S
CD1a.S-100.CD207 ik BH Pk T B8 %50 o 1% 61 i 3% H i o
O AL T AR I IS 96 AR f N 52 228 Erdheim-Chester 3
TG N R A B R 2, W 0 T VA YT TR, T AT Tk
F-aifiiT .
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Erdheim-Chester 5 (ECD) /2 Ilfil JK % WL 4 3 BT #% 350107 46
Hi 20 2020 0 3 A= iE (NLCH) , i Erdheim #1 Chester T 1930 4F
TR o T 104K, B X200 AR K 1R B SRk
TH e B A TS BT 2 55 2 B
T, %4 73% ", Erdheim-Chester % 1l 2 & £ R4, Ifi
PR T BRI B R R DR AT B TR A S
LR YAl PR 2 RGO L5 R GBS R T AR

Erdheim-Chester J 22 4l i 2 U5 1 AS B #ff, 47 SCHR#3E ,
12995 B3 A U S0r A e 28 2R A B g A E (LCHD) 7T RAJF A, 24
129% 11 Erdheim-Chester 7 f8 3 45 1 I 4 75 17 20 Jitd 41 23 28 Jifd
AR E Y A0 R FAE Erdheim-Chester J5 19 & 9 AL i i
AR, 21 R AR Ak R 2 5 20 240 i 1) 38T N 5
B W5 R, Erdheim-Chester 5 B & T3 £ -o, FIATHE A
F(IL)-12.4 A7, B AZ A L # AL 3 -1 (MCP-1) R B K 57
IR BN RAE R P RETE R kAR el R
A, Exdheim-Chester 5 /7 £ BRAF V60OE X:[H 58 715 , 3 W] %
Joa AR S — B g BEVE AN PR . BRAF V60OE % 42 Jit Jit
S HE R BRAF BTG AL RS, WL T Z R 7o RAS-RAF-22
ZL RN AL 25 BRGNS E S R O (MEK) - 40 I A E
SR RO (ERK) 15 5 6 5 30 % A6 g kA= 5 R T vh R 4%
HEAE ], BRAF 3k R 58 48 5 BOZAR 5 5% 5 30 6 = 4 1
RAS 5 06 o FURT, BRAF JE IR0 1570 & 1 T IR IR 36 97
Erdheim-Chester J

Erdheim-Chester i I IR R BLZ L, Al B R 28T, 54
S0 240 b 16 A P A 1 JH A IS TR G B R T 2 i 4 £ A 4
HEE | Rosai-Dorfman J5 (RDD ) 55 %5 51132 W ROE o (1) B #% < 1
%52 SRR L, 2 B DO L 2RI 0 B AL
i BEE K S 2 R A 50% B E A BRER . M
6 DT 2 i 4 2 0 A 0 D) o B e PR | D R i
HEEAE M o Erdheim-Chester 5 B P42 & AR 2 B
R T e AR O R R XK R ET AT
i i B BRE AL o (2) AR PR 2R R G 25% ~ 50% 1) L A
TE R B 28 B8 G 0 AR, T B8 R A S T RN B R S
A UL AT A R AZ R R 3k, MRT U kR s AR AR 52 o 32,
I AR IO ¥ 3585 T A P P Jed R 08 A P 7 % 90 I i 4 5 78 R 4%
S AR5 531 5 TR i A 52 SR U i R A P 2 A o
Rosai-Dorfman i AHYE ] . XM & RS Z BRI R G AR,
JERET S )R A Sy S K R 3R Y O AT L MRTIE A . (3) )2
UK = R L B DAY Sy TR G 5 B TG L U KT
M 5 A T DL (8 SRR LD A B FLA DA B R 45 TR A
LS AR B I 2RI (IXG) A I R B i 2 R 52 3R
P (4) PR W R G - 2 259 I B AT IR RE R B, DL I
1R 0 LB IMLAE | R M PR ER i L I S R I IR S 9 4 W )
RESE A 0 AR A T LRI IR RN R 2 5L
o3 A B R S5 52 BAE IR TC N 4 WA SRR S T I R

PR (5) il < AL 509 AY A I 32 B 6 AR 35 A il 52
5 R REAEL R AS H BN DA UK L A0 20 B0 191) % B0 A ez Ik sl o
W PR 1 R A D O S S T D B R il £ 41 B B
T RE AR (H AL SO AR AN L (6) RS - £ 25% 1)
B M R IR SRR R T P 2 L ME N S R Bk R IR,
A A IR PURR B B ) R T NS R MR
Graves Ji « A ZF [P V05 25 90 B8 45 AR S 01l (7) 00 LS R 4
DL R G2 BENH WARZ TC Ik BRAEAR, 23 B B
T M 3= s ik w1 = 2 ik, T LAY (Y coated aorta” 515 2% B
A5 5 B B Ik 2 Bon) DL BRI i D O S AR A A
A 5 A1 988 6 9% 78 (pseudo-tumor) U AL £F 4 4L 0o T 5 158 9
M, 0l A7 BE T AR TR A (8) ME S 121 : 29 309% 19 A
B AG A G A 0] R G R I B R Bl A7 R a) O iR A
“hairy kidney”fiE %, AT 51 5 & BUK iR & P2 o I IE
Jii V8 A5 J IR )5 A A A AN TR — A DR A RN s e Bk
Rz B

Erdheim-Chester % 1912 Wr 32 54K P 55 105 1 16 20 22 5 31
25 IR IR R AR 2 R B (1) 41 2305 B 2% < Y0 UK 41 M2 (foamy
cell) BCE 7 B8 0T A9 20 240 JifL (lipid-laden histiocytes) 3=l , AJ
T Tonton E 41 M1, 5 kb J5 Bl 4L 20 27 4 Ak . S sH 28Uk R g (1
78 CD68 . CD163 & 1l B 7 Xlla FH P , CD1a 1 Langerin [
P, S-100 BAPE k55 BHE U () B AR BB F K B
R s X AR M R R RE A, Ten-MDP i AR T LK
T2 i RS T R AR R, X R R A . PET RS K T
ST A%, (HRT S BCE s DA AR RO LA B 2 BB,
P Erdheim-Chester 76 92 % 7 17 19 5 %2 7k . CT A1 MRI AR
AR 7 R EX LKA SRS . Ak, CT B B ik
[ g W7 352 T2 5 19 © hairy kidney” 1 275 2 Wi 4 5 44 el il
P33 2 B I R R S A5 2 R B LT 3 4 75 A7 4 2
K AR FBRAF FE A, L WI#§2 7 . Haroche % “'HF 9% &
B, 54.17% (13/24) 1) Erdheim - Chester #§ f8& % 7 7€ BRAF
V60OE JE M 575 5 Cangi %5 "7 B AG I 7 9%, R BB &
it S0 106 SR BRI Y H AR, & BT AT Exdheim-Chester 5
B (18/18) Y77 4E BRAF V60OE H: [ 5875

Erdheim-Chester 5 i R 25 0L , 55 /045 i s Pk 25 9096 97
FE, IR JCBEALY IR S8 o (1) T F o H AT IE R 2 W
YA TR -« MR L T FE-a(PEG-IFN-a) ™, —
T A 53 4] Erdheim-Chester 75 B 3 19 1 B 25 =12 Bl HL L 28 1
BA S B3 R, 452 T30 R -8 PEG-TFN-o IR T (1 46 1] 8 5
TG B o BB T I R A E 2 B B A2 IR T
BOARERR TR -a N 3x10°U(3 K/JA) 2 PEG-IFN-«
135 pg(1 W), IR pl2 R G852 Reln sz R 0] T LIk
R BB [ THFE-a(6~9) x10° U3 W/ K PEG-IFN-a
180 pg(1 W/ 11 e F IR AR YT T FE M R 58, — 4
A 24 {5 & f& Erdheim-Chester J# & & 1 I5 K BF 78 B oR , & T
Yo o3BT I, 7710 B v WX 22 2R 557 B0 11714 4900 E 32
S e R e sk 1 (2) HiA BT W - 2 BRI R
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2 26 11 I8 0 1 79 Vemurafenib © 0 FH F BRAF V60OE 3t A
SRR R SCERIRIE BT R BE IR AR R B
FokE P PR 2 (anakinra) (YA BT Ginfliximab)
1% Bk L (tocilizumab) 5548 € LT T R, 1H 52 % T 95 151]
D H 43 25 W ATH AL T DR I B B, 9 AU 1 0 — 251 F
MR I AR AT L B PR 9 ] R A UK i fEL
IRYT IR, B TS R 0 R R A Tk e AT R0 I K TR

EAESE T,

Erdheim-Chester % 8 & 2 Tl 5 A R, % R H B2
JE R R 4 R G BN R TS AT R R
1996 4 FF Ji& (1) — 51 59 4] Erdheim-Chester 95 8 7 1 Bifi 17 BF 5%
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