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BEM o
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BHPET o
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(1) IEEB24FHE(FDG PET scan)
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BUESIONSLABEEE  KeBREETREHS
ETEENRERSE o ESREEBR T 8ENRNBIS
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BRIZEMNRERBFHREBIIEEERE RIS
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M REEROCENERZTEMREBRHEZIERE ° 52
EEEE  BEISSHEREMRIB—EeELE - BERE
BEEIEREREY - BREEINIFMIIREEMBREDS
117 - SIEEPREEEER  HEB L HMERBRILIRAEVHFA



10

BB EBEE - {BRVEY) B Prednisolone ~ Vincristine (34
Vinblastin) » Methotrexate & 6-MP % - BB ENEZEE
B BRI —HB{EA -

BINETRMBFORIC M ERIKISEE I S RIIFRBINE
B ~ Cytarabine (Ara-C) ~ ORAEE » B 26 LR A REELEE B
RERR - ISRIRIDSIFEBIERIL - Rt BB EREES
REAEHEIEHE - Hee R F3RIRE RN BRI MBI 4
fiE o

=

et [ [0 fiF f% £/ (H L H)

IBMFIZEE (Hemophagocytic Syndrome) X B MM
EAAMMIRIZZE (Hemophagocytic Lymphohistiocytosis,
HLH) - 2 —BHWaIRSE - HLHE2BR THEMR - B2
R F(NKBRRAI E RN 21 H 00511 S8V » SRS
DINEZEMIIREE - ENEHMUERXWIEEEE - BESL
NE MRS seEEMIRMLR - BENEM « BMHKE ~AMm/ )
B o WRAKRRITIEE » et SHNIRERBEERRAE

A
op ©

—  BRERE
HLHE—BRERHBE S L NBEER 231825
MXNERIE  HESERE - BEEMWT :
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(—) FESE
RFPBEHLHREESLIRRIFESE (>38.5C) B#&#
BADZIRGEEIZER o

() FHiRIEX
1. AR iEE A - JREE BB SN IEARIA s
2. FFRERE  JREBIREE (REUROFES)

(=) MAERE
HLHESHEHEINAESZIE » BMIKERR

Ao 3ERY
1. #IMEKE A (B) — s 8 ~ B8 *‘S
= ‘e
2. BMKE (BZRF) — TEREBEEERER .
FRIL o '

3. MR A (B IABR) — R2ERHE « FHRSYS 5B ©

4. BIMBFED (Ferritin) — @HEBIE 500 ng/mL ©

5. 8=BEBAs (Hypertriglyceridemia) — 2 RIS EEART
INEERE o

6 B EBIR (Hypofibrinogenemia) — S MAYIE
Zo

7. 898 IL-2 £88 (sCD25) — & T MBIEEiaE{t o

8. B8  IRFEAIM EASPHIRIMIRS: (hemophagocytosis) ©

(F0) cPiETSASSRIERR
BEFIREIEAN SRR - RHEE - BiE (B
)~ TR - EEEX o
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(f) RREBAEAR
1. 212 ({2 eiF6ARE M)
2. 28 (RAEM) sSiHIRAN (R /) WRIET)

(7%) EAETIREREAR
1. IFIRENEE (RAELSEX RESIERR)
2 {RMER ~ IA5e (AESMRIEEE)

= BRYHLHBJHEIR®
HLIHR B RBRHERZBETLASIE - TDRERM
(GBS RS (R MAKE -

(—) REMHLH (&M% /RIXRMEHLH)

SEHLHBERRENSH, - BEEEEBRRNE - 8
BAEXGRSE c ERFIABE ERRCEBIES - BBHLH
HENERZRER ARG (a2 NKHBRA TR 6910
g2 FPEMEABEERENERE o

BREREE EEXEMHEHLHABREE) 20F -

PRF1 (Perforin 1) ~ UNC13D (Unc-13 Homolog D) ~» STX11
(Syntaxin 11) ~ STXBP2 (Syntaxin Binding Protein 2)

BLERBRIERBIEEEHLH » HI70 :

Chediak-Higashi fE1&Ef (CHS) ~ Griscelli fE{&EE (GS2)
XEBIMEBIBAENE (XLP1 ~ XLP2) ©

RBEMHLHBRELERREARNER - BEIKHLIEEL
BRI EN S D FIRA PIRAEAR ©
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) #ESEMHLH (BRMEHLH)
BARMHLHEZBRELERNINIRZFERERIEE
et IREEEES
1. RURABREHLH
(NRERZE - EBV ~ BEfilRmE (CMV) s BZRE
(HSV) ~ BRiAZ (adenovirus) 5 ° &R
RERFREOVAERZE © LHREpstein-
BarrfgZ (EBV)
2 MERE « #B&m N IPIRE » SRKEME M
fESF °
Q) TSR © 1B ~ FIT2Y% (Leishmaniasis) ©
Y EBRIF . SEKE (Candida) » 28& (Aspergillus) &

o

2. B+ iEJBAEEIHLH
BHILHABRE R M IERBE EEEMAER (hematologic
malignancies) » 1BRLLEEEIBEIE (solid tumors) tHTJEE
FHEEHLH o

r e (N M2 M4EETE (Hematologic Malignancies) ' &R &
' (1.1)ME848E8 HLH(Lymphoma-associated HLH;
LA-HLH)
e T/NKHBiRMEBERER)
o EBVABEET/NK #BIRMEE (Q0SENK/THE
M)
oBETHR MEIEB(Peripheral T-cell
Lymphoma; PTCL)
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o H2IM ABIBARIMETE (Diffuse Large B-cell
Lymphoma; DLBCL)
e Burkitt/M 2188 (Burkitt Lymphoma)
o IIRNEMESE (Hodgkin Lymphoma) (#4)&)
(1.2) BIM& (Leukemia)
e MEMEBMEBME (Acute Lymphoblastic
Leukemia; ALL)
e 2B BME (Acute Myeloid Leukemia;
AML)
(2) BESJE (Solid Tumors » 18HENR)
BAHLIHEEZ R MR B HEEBEE - 8%
LEESEM eS| EIEBABEIHLH (Malignancy-
associated HLH; MA-HLH) - o] gEERfERBIE N K S0
RRENER (Cytokine Storm) SUAESE RIS ERE ©
(2.1) T8 EHBARIB (Neuroblastoma) (RERE R8I
EiS/BMBEIHLH)
(3) Eftb AR M AE BB RI0VHLHEE X
HLHOJgE AN 2 B BB A SSIHE - MM
ERE =l
(3.1) fEVEBAERERIAR (WOEBV ~ CMV ~ HHV-8 ~ HIV)
aJREAEEHLH
(B.2)EEEE WREEE ~ CAR-T ~ PD-11DHIH)
oJgesieERE S BEHLH
(3.3) IE/EEREY R <R
4) BRERENNEBEHLH (BERMIRSUERSE
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Macrophage activation syndrome; MAS)
REBEREERASIZEHLH - B0

@NZEEMPFRBIERIENX (systemic juvenile
idiopathic arthritis ; sJIA)

(4.2) RIRIMEATYHRE (systemic lupus erythematosus;
SLE)

(4.3))11IE% (Kawasaki Disease; KD)

(4.4)FEEEZ R (Polyarteritis Nodosa; PAN)

= BEHHTE :
BRIDEHLHEBRERRE o
15 ERERIET IR o )

CoEEE ges AIEE <8 G
AEREA (FTHEEREBEMHLH)

N\’
 H L HERFRIERR

& ELRZeE (QOPRF1~UNC13D~STXBP2~
STX11%5) Js2EMZEIEHLH (FHL)
& SIRER XEFIMBILIEE (XLP) » aAISH2D1A
(XLP1)8§BIRC4 (XLP2)
(B)MBERINAEARBIT S RIEMEHLH - B30 : {ESFRZNKH
fRSEM (Decreased or Absent NK Cell Activity) &1
H LH ERARAEAR

(ONFEMUTS5IE @EBLL) RRERAERERE

-
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11518143805 (>38.5°C)
2.08fE K (Splenomegaly)
3. MEKBAME (Cytopenia * BRESIUT=218) :
e MAI3R (Hb) < 9g/dL (&1M)
o /MR (PLT) < 100,000/ L (/) MRIE )
o PMHIR (ANC) < 1000/l (B MBS IMIKIKT)
4. S=BEEHHES (Hypertriglyceridemia) A0/ SR ##EE
BJR (Hypofibrinogenemia)
o —FAHBAS (TG)= 265 mg/dL
» M#EEBIR (Fibrinogen)< 150 mg/dL
5. 1% MBS (Hemophagocytosis)
o (B8 ~ 120 - M A5 AT SR B IR AR S IRAT
MIX ~ 83K ~ M/ iRE0R
o IR IRMIRSAEBEHEFR HLH - WA F R REROE
B
6.5METBMHIL-224% (Soluble IL-2 Receptor;
sCD25)
e SCD25 = 2400 U/mL (T #BARBE L IZES)
7. 8MBEED (Hyperferritinemia)
o MEIED (Ferritin) = 500 ng/mL (B8 HLHES
o EETZ2E+&Eng/ml)

(Z) R EZENEZET L EBRERE)
1.BFI08E (LFTs) : ALTNASTHE ' Jaea=EB

2

ORRIMIDEE : PTNAPTTIEE

3.3BHRE  CRPYESREF



4. 5TEZFRI(Bone Marrow
Aspiration/Biopsy) : 3&
IRERMHRESEATMmIX -
BMIX ~ M/ iREHDR

5. 8EWRIRE - BRI
B% (mononuclear cell,
pleocytosis) ' £E8E
F+ (elevated spinal fluid

protein)
6. J/BE18 EBV~CMV HIV-HHV-6"HBV HCV):

(=) 2R EMEHS
1.REBER /CT/MRI : InERHIRIEX « MEFEEX
2.BSBEMRI (BRLIMBIEEHLH) @ S5 RS 2% p iR i %
(CNS) &3

O BRAN

B8V R BIRIZ 6T - BIEBRHLHMIIRE 28
R - BERERZNHIBETLHRERR « B RELREIL
A 2R BRIE o BERIGKH LHBVAEE (RIBIEHESEME)
B (R~ BB ~ RIBMERR) ME - ETBEEDEW
T

(—) REBEDE
BRIBFRERERNEELE  T2RESSREREN
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A EEE  BRAREREMHLH(FHL) DUR R LRSSt
HLH(sHLH) - 685 ZRIEGEE (TPOG) BB REZE
BB EEANRELERR - HIEFTOVEEL S ©
1.6
(1)Methylprednisolone (8@ES) @ BMINENX » B T

FHRREY
(2) Etoposide (VP-16) : {LEEZEY) - INFHIBEELEVRE
i)

(3)Ruxolitinib (Jakavi) : aJ#DHll JAK-STAT F3REES
A IER S (Cytokine Storm) (E3DBEEMA)
(4) Cyclosporine A (CsA) = T #BRRHDHEIE (EDFE1EA)
(5)Intrathecal Therapy (BEEIEREFIEE) : B P&
TPFC 3R (CNS) 1238 » {8 Methotrexate (MTX)
+ Steroids 38EES) ETE A TSGR ©
2. 6FE
(MFEBEE (838) : EZE LA Methylprednisolone +
Etoposide EHIERER
. OBEsE:
s  RDBAREBMHLH (FHL) : BETSNRBIE
Q “ 18 (Hematopoietic Stem Cell Transplantation;
HSCT)
(2.2 BRMEMEHLH (sHLH) : ABBERRE
HRIBEREYZTTIFE




T

7)) EMEFHhRRiE
1BARRIEMHLH (FHL) » S SBE MR RS
MsHLH
2. QEJUE oJEE B RREEEHLHBY BB T
1) RIS ATl E RS0~ 70% R EFMHLHE S
(2)1%{#?&&@%%@%%@1% (GVHD) A0&Ea8E~

(Rejection)

(=) FHERRRRERVE R G
1. VBRI H LH (Infection-associated HLH; IA-HLH)
(WEBVABBEHLH : {FAE#INEE (Rituximab; anti-
CD20 antibody) 2K/EFR EBV (514 B AR
(2)7RE(CMV ~ HIV) : {ERINEEEEY) (Q0Ganciclovir;
HAART)
(3) MR RN RABEIHLH © s AERIBE + RAFEN
(4 #EZABRAHLH (TB-HLH) : {ERINISZEY) (WRIPE
regimen) » {BXBEIESA] B HNHIE/BE IR
2. 224 PEEEABRAHLH (Malignancy-associated HLH; MA-
HLH) : E25RRBH/ICECRIZHIER °
3. BREnn/RREMTERMEEEHLH (Macrophage Activation
Syndrome; MAS)
(WMAS (EEMBRGICIRSEE) 2HLHE— %R
A BRRESMYFIRHBIFRIENRK (sJIA) RRKK
HHIBEIRE (SLE)
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QEZBELI:

(2.1) SEI23EEES (Dexamethasone, Methylprednisolone)

(2.2)1R583% A (Cyclosporine A; CsA)
(2.3)1L-1 3B (Anakinra) g1 L- 6 NI (Tocilizumab)

(F0) EfthFrimaR

1. RIS L
(1) JAK H0HIE (G0Ruxolitinib) : JHNHIJAK-STATENSE
WIS+ A KIERBER (Cytokine Storm)
(2)IL-1 ¥DHIE (Anakinra) : FBRRMASABEIHLH
(3)1L-6 MNHIE (Tocilizumab) : BARIEREZMHLH/
MAS
(4)IFN-y #NHIE (Emapalumab) : &T¥/REEMHLH » o]
B EANHIFN-y
2. SBIERBIRED (IVIG)
() BRREHHLHI S HRURISVEEN 8 &
(2)BARMAS ~ JIlFA (KD) ~ SLE#BEAHLH
RIGHLH G B RS
1. 2 HASZHER ~ IRRBIEN B

(HLHERIR - 3EEB B
Abﬂ%) % b
2. BHIHEEBERE (R~ /

BItER - BRIEERS) )
3HNEIBEMHLH - SMmeErihe
BEEE—0VsREDE




-

B F&E

(=

—) HLHBY;BEETE1E

1. JREMEHLH (FHL) :

MBARBE : FETHRA100% @ FBIERNASRERIB
oY AUME
) GEZIZELE + SMEFMRBEHSCT) @ 5K
#50-70%

QyEM#H#HEBEBIRIBEFRESE » BIEXRIBE
70% (RSIEHDINTE £ IAR(GVHD) RS BB Ra T B fiE S/ &2
BER)

4) piEMPIRIR « EREELEE - WOPRF1EER/E
?%EZ/E
2 MEEEMEHLH (sHLH) ¢
MBELERRWRE BR2EREBSERER
95 » 1352 0]3E60~80% ©
Q) BMAEEHEEIHLH (MA-HLH) BERRIE (<30%)

) REETRRIIAR -
1. PHIZEEE R MR - SREWNHIERERERL 858
WERR) - BIREIIE R E60~80% @ BIEBERENE
sV{EsE ?E?ﬁ?&% °

2. BEEZSMEFBIRTE « HREME HLH DRESS
MEFHBRRESAE

3. RO EHPIRIPHERTCNS) ZEIE
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(=) HLH fRAREEAE
BIERIN)E » HLH BB (DY se R RABHFSFIE ¢
1.TPHEEE (CNS-HLH) : oJeESEERE « S8 - 17

RES
2. BEEIH - HHLHGERJRESHEMEM » BEAR
M&m

3ADMES  WEBLRIDEAE » PRRIRIDER T

4. RZINEETRS - SZRIR

HLHTRR B - BERERPZELEIGE DB
WEIRSEEXR |

78 SBSHRRINEE R 1®
HLHE S BB EHM BT IHEBERZY A  BERE
BEERITEL TAYS SRRt K4 SEmE o

(—) BIREEE - RITIREE
HLHBY B @R BIEREEEE ~ {LEEEEY) « RN
(QDIRFBER) ST B AR (W0Ruxolitinib) © NAJiBEREE
NENEIE - PRRIBFEENRI ~ BLIREVEITER -
WERBIBO ~ 180T - FERSNEHBRIE - EYIRIREEEERT

() TERARER » (RERED
HLHEBENWRERRIVERS » EEABRRRARS
ERBIER ¢
T RERBEESBIE @ 2T BREBEROA °
2. BRERBRAREANEY » BHLEBERERE
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3MEOE - LEABRNAZSHIAHIZA

4 BEBEEIEMRF Baktar (Bactrim) FABHAMEESRAMIE
(Pneumocystis jirovecii pneumonia; PJP) o

5. EBEE0ED @ BRREIHEBQ0ME « KEE:)
PR SIZERIA

(=) ERFEHEAEARIE
BEHEREHRO - BN RAIMKIE - EKS
g (WIMBEHED) ~ FFBINES - EEIRTERE  aE
s~ RERIEE S (RE) © FRRENLMIBR @ &
TBNFLEE ©

(E0) E&E1IE - 588D
1.HLH 8L TBEREELIRENR T
R EESERER - EERSES
SRENBRYRMEITES °
2. BEMITKD

BRI B R o 1
BT o ’-‘g(; —

3006 5 R 2 L N .
SfEErE . -p

AUFHEREN - A "
il BB EHIER N 2 oV l

B&tEl - I b /! t

k)
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() B LIRER - BB
REVGEUJBERRERER T KBRS OBEY
Bl - EZFREEREX « DIPENNIFEIRRN B
BB ST o

(7\) BREMFFHREE (ERRFEMEHLH)
[REMHLHYBEF RS M BRBIERIREGER -
Z B0 [0) EEBME 0B E1a B EA RS AR IS o

() BRERIS - RBEAEEEERSIF
HLH 2 -84 R ERMNER  MARKERLEEE
BRRITBIEE - BEoERSTEIRaIsElRAR - 58
IR REISFIAIRR » SFIENQIEEEN:E5E @ BRUSRIGHE ©

Cand
vt 7 4% iR OX 18 5%

S ERIZR - NATEDEENH - DIEERERRTE
ERRESZAIDARES HMERE - Bt - EHARAEx
D BRISEBRZIDLE  BEAESBIHAZRRIS 16
FRIBENERE c HLHE VP-16008BEBRABRE » a5
BENMERBOVER - EZJIERERERE -
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&
N LN\

RELLERNMBEY ANEER —BERNER - BREM
TRIETERIEEED ~ JMRIESEM ~ FRIERIEEET - REEIBRTOVEE
BNEAERFEIRET ~ EE6N  SRZEFLIMIET « S&E6M ~ i TEM
F o BiRIEHNERFPINERRESVER - PEREIRE
EIEETSHETSEREHTHOENER » BEE—KREA
MNE—ERBEZT - EAELNZT —BEENESBREME
B BEABMSEEREDZTEARBIERNTDEA - 1862
BEERIFOVTR » B8R REH - wRESOHEBOIRIE
fo & REBOTEBEAERRE - 2HAIHELEDHE
B XREGERINEENMNRER » I RLEZFTLVENR
ANE -
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2. 18F U NiERRE

3. 2z RERRRE
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FEx=mEE

BERSE  HEEMERENSHEUAEE 5818
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SRR EEED
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PEERE
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