ABEEFEREFT R

ETRERFBFHESE LIERITICESH
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RIBFREM: MREEER
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Il PK ¥ S

3 34%
" Fif RUAEBNEREAR,

TS BERENESKTF2020-12-EHETNECTIRE IR R MIRE

ZREMRE; MEEMNEZRESERANRKERZELFEEESEERKAF,
2R M PR T HERR

CEEAES: 20FBIFANRITREIIRA; L. SARRBEMEIORE,
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LLYRH A
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3.5

1.3

0.6
0.12
0.06
5.23
160
45.8
876
306
349
222
11.5

AL
1079/L
%

%

%

%

%
1079/L
1079/L
10M9/L
10M9/L
10M9/L
10M2/L
g/L
%
fl
Pg
g/L
107M9/L
%

IE % st

3.5-9.5
40-75
20-50
3-10
0.4-8
0-1
1.8-6.3
1.1-3.2
0.1-0.6
0.02-0.52
0-0.06
4.358
130-175
40-50
82-100
27-34
316-354
125-350
0-14



HipR=FR4 (2020-12-3189E8CT)




HitZBFERR (2020-12-31858CT)




HitREER (2020-12-31893BCT)







Bt RF R (2021-01-21&£ &
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Hitzzk=EsE8 (2021-01-29 PET/CT)




Hft =88 (2021-01-29 PET/CT)
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PET/CTiZEiZER (2021-01-29)

1EMEE EARARRAR (HBEELNBEHERAMNKELBRRK, BE6.4*5.5cm, SUVmMax=231) , E&EE
RHBEES, FREERIMEETERT AKX, WHHE R 4HK;

2BEAZ R AN, AEBEAERNES, GUESHEREERYS, aERAEEs, ERSH;
MM B XEEMRELE, GERECHRNIES, BIEHEIZNE;

ARFH A REZESY, KBRS, WU/NREREFECEHTRERE, BEEIRRRMRIEE;

SRR EE A RN RERERS, £EMBITRE, BESIGK;

oAl LMHNET, BERAHARLIES, Ei2; WA HES, TRIFFREERERN, a0ERE, BE
=L

ITHEINHEETERIENHIRS S, BEGBEIER; FEN,;, 2ERNMBOBERSY K, RIFIRIEEHSL,; &
ELERRK;

SHEHERY, ZNHSERZEHE, REAS, B2, L4, SHEAEEMNRT, ENBESRENKRS LENS
ZEM, ERECHRLES, TRES;



55 TH 4

=

HIES[M2021022303R55
e = T [ all = E:3 k4 33= HARS 004096314200
] B 11BR\EX TS 5017646 e s = WwHIBE 2021-01-29
EREI= R SEEEESRR SRR NS ERESE [F5EE
o =g (DL tEan
IERRIZER s e
RIEZER

SIS FRBRAFZEZRI (32%PCRIE)
S RS U EIBRAFSS 159N E FIEC 1799 T>A (p.Valb00GIu)Z=E:,

SRR Erheim-Chesterfis (ECD) ¥ &BRAF VE600E (Val600GIu) 355, B=fITTRIHBRAF VB00E, BEaBRFHRASTSH 520

BEUE:
PMID: 29192649, 29188284

REEE faEE BHiZEE frlERE SeES: g R IHE

2021-02-02



N

16 REl R ZEE Z EBIZHiE /REE R Er4E% (Erdheim-Chester Disease,ECD) B R EBEIB KKk
[ W, MK, SIEEEAEHERKIA. MERMENT. HAEER.

* HYWINSE, FHRROREIIE,
* FIXNECDF4EIEBIRTT .
* FINHAMEER, TRERRIERT,



515 (2024-03-03 ERCT)

52020-12-3189EBCTRI Lk -




515 (2024-03-03 ERCT)




515 (2024-03-03 ERCT)




fE15 (2021-04-25 PET/CT)




2816

SUrax=5 48
SUNmin=1 18
SUVavg=4 66
SV paak=4 50
SUVsum=210582

U7

29 & O A0 - 5 -




fE15 (2021-09-06 PET/CT)




Hitg g F &8 (2021-09-06 PET/CT)
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FHEFRRIT T, BERERRINEZRY, FaBBINKMIREEGEREER:

© BEELBIEAEREIGHE)N, AREAREREK, ZEEEER,

* BE2024.03.03WECTER BN MBI REIERE, BENFENERNSHRLBEER, ER
R By R

© BEHRKMERELMFEEMERE, TRITIRE,



Bk 1

° IR/REEB-EE% (Erdheim-Chester Disease, ECD) 22— IEBAHE N 40D 2H 2R A Bt S 0
MR AR ERAS IR, EfFEEFREARMAE (CD68+. CDla-) IEREFHZHZHNEE, M
TS EET RN EsRZRASRIAKESESEL,

* EE2019F, £REREL 1,500 FIm6, MiRERENHEERTEMEBRRMLFER., ZRBERZSH
BEAKA, UBHEAE (=70%) , ZEIIFEIIFRI48-56%, ILEHEFIRDA,



Bk &

ECOREFENEREZZHNIGKREN, MESHEGHKE, —RESIRK. R, RERGRAUER
fEi2H#, 20165, ECDRIR BARARBHIIXNARARERVEMANE, ZEERAASHENZT,
BECDURINZSRAZR, F/NNFE. REBE. EFNERERE. MEFMOME. SHEREME
BRRET 4L,

ECDZBRBUEILMIEE (CD163+. BRAFEN) RESFEWHE (FDG-PET/CT. MRI) . FRBRAFS}, 18
I H2MMAP2KT. NRAS. ARAFSRZE (15S#Em@iEE) ,

BT LAEOEY Aatzl, BRAFRZERGHEZIFE, FERITHATME-oAMEKIDHEIR, MEattmE Fix
BRBERATHBT. MEERK, SFEFEEXN60%-90%, LREFEPERZREMERE. F5LCH. Rosai
-Dorfmanfs&=£35l, REZSFRIMEEE,

ECDRFIEERBRA, DHEHAPRELRAZRENMERE. BRAFFHNTEZLEFTERHNEELR

=+ o



I PR 5% 3R

ECD NiaRFRIMEF MRS, JHIATERNEHRE, BHNEREGHNZSHRENERIEB. HERBRRTRERNSEE
A5

50%MEBEUBBIEABRER, ZRMANREREERE (RE. BE. KE8ERK) , THE. WETIRR, ERAFER
EROMERS: HIMRFIMECHFE. OBERI,

ERPRBERE: HMKREE (TER-EARZR) . NNEEFKE,

ERER: "EEEE. BRK,

KNHED: (B ERT4E. BERIEE,

ENREK: meEFERE (R, KF) . HERERE.

ERADWERS: PRERNERME (FHEHRHE) . ER/BELRER,



* X%/CT: KB (lRE&. BEE®) IRt BRRIGE+
ERREN ("BHEE) , THRwmAE.

* MRI: THRES. T2ABESES, EaEEk.

* B (99mMTc-MDP) : KEXTRMEME IR
(“WHAE")

© WO RIFELRE —



BRI

OIMERR: SPIEISE
CT/MRI: L8HSTRBE (>2mm, “4ME CT: BRER=RE (EEESE)

HEE) , TMRKEABEREARE ("m0
BREMIE") , ORBMR,




BRREREX:
IEREE A AR — T AR G A HA RIS NSRS MRENER, BEARETMK. TRERKRBRE, SHE
EBER (ISIRK) .

SERACT: MR|:
o BRA AR R, TIWIESBEES, T2WEEHMESES (OKib+3E) 2RI
- ARESRM T SEEHRSTK, E5 (FHHAE) .

T2WIE SRS 5T,
o o 2 Bkl R B B T A A A T N/77
[838CT: XMEAENIES (B HIR RS




BRI

EYSE hiRMERFRR
HRCT: /NHEEIZE+BREY (“BKRATT) | * MRI:
MERIRE, NRAELEERETTIA, TER-E4: THRES. 2555, EBERL (REE) .

AXSE R/ B B - éE%Jk“Z%d\IZTEEEE%FXi (K. RFER) .




s I

* Erdheim-Chester & HII2 Mrtm ik :

1.8 JBFEAERMIE (CD68+. CD163+) , CDla-.
Langerin— (X3 FBA+&IXHTHBEIE & 0E)

2.8 %HN: BRAF VOOOERZTALM (L450%F 1)

* A, ECORTRNMBANTIURRRIERN, LHEFEKRIKA
RMPA—EERERAFET R,

— B BRAF VOOOERTHEBRELF
HABE SN, =E2EEMNERMIBIR
mF RN, REMBELD,



II/—7I:IJJ AN |7_H_’I_

ECDSBA#& IR ER AR AH R IS 4 (LCH) MBFARMEIEEMER, B-EWTHMERENHZSMRENBER, W
meE SRz E &S5,

LCHEB#& R B MBS AR MBEIZ 45 (LCH) R—fE RN REMALAMIIEEMERR, P BN (Langerhans cells)
SEEENZAASE, LCHIRRENHSIRE, IRKXNSH, NEBRGFTI2BHEEHERRIITUAE.
—ETEETHFELR:

Y ECD LCH

HA MR EARFALRMM (JEBIMEIR | BATSINERAEAE (BirbeckR
H 4 B ) Ri+)

BRANITEY CD68+. CD163+, CDla-.| CDla+. Langerin (CD207)
Langerin- +. S100+

BRAF V600EZE % £950%PH 1% 50%~60%F8 1%

R ATAE FoBirbeck ikl o] W BirbeckEAL (MK

FEEEND)




BT




EEINEFA

BRERM4AZF (Eosinophilic Granuloma of Bone, EGB) RBA&INHTMMARMIESAE (LCH) N—fZRERN,
ZRFILEMELE, RABTI AR,

B FRU
1.X%
BAEMRE: UREW, 2 FEEF I HERE B RRR.
2.CT
1' Ei%ﬂ*ﬁi_f rﬁ}iﬂ:/B.&$xiﬂ % IE;RO
3.MRI
L TURES. T28ES, BREE=RMA, TR RERSEKIMNR
B RRE
RIEFHFE

R TERI:
* KRE BT (5N 208, MHEEHEZ) .
* RBAREN BRUAMEE (KEIZEKIE) . MEME.
B,
* INESZEMEMAFTKX,
* BREAN: BN ZEIX CDla. S-100. Langerin

IV alnteYatrAl




Ziz 0 E3% (Tuberculous Pericarditis) BREZ O HRERROESIRNIEMRE, EEHOEIEE. Ak, &
EHREMOER,

CT=H MRIZ=H
cHEIEE:  LDBIEESHRK:
© IRBMHBMHMERE (>4mm) |, T © TIWE ELEZSHHEES, RRSMEES,
st (CTRITSHEUR) o * T2WI: RRBES, FHESHESKTRPEES,
* DERE:
- ZEHSTK (20-40HU) , HAE
SEARMNMABRRS .
* HEE:

+ EECTANOERREIRM (X
EEME)




SEYSETIN

SMERE (RenalLymphoma) MEERFRUZSHE, BENEERE (2EHEBERER) , RREEREEEN., R
EIBRARIBERAA AR O NZRETE., BREREE., RBRHE. BRMRE, SFAE, BRE, HPUZ kK
ZPE (50%-60%) mENL,

FRFRN

1.CT: WEZRRABELET, BEREEE=RHK (RFEEBIR) |
S EMRE, T,

2MRI: TIWIEHHEEES, T2WiESES (RFS5%EM) . DWI:
=55 (HAEEE) , ADCER (58EESE) . BHR: B-PEILER
=it (5B8EREEN) .

3.PET/CT: ZHIFDGHEE (SUVmax&E >10) , HE2SHMMHKE
%/BE (M. S8 THTR. | |
'%ME%?.%%%L‘X 572&1&3%{'{325%\ §$,§,%/Iﬂi7b FDG%—T;HxHX jﬂ Kidney — Multiple masses
BE, B8 TR, MEER. MEENX FERITS5EEL,

W2EWIE, BITUEBRT AL,




