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W 1fi 40 U275 fiE (hemophagocytic syndrome, HPS), SCFR A Wik ifit 40 ff 1 9k (2 41 £ 40 g
W% JE (hemophagocytic lymphohistiocytosis, HLH), & ihisif& sk 15 vk s 5
S BRI BE RAE RNV ERAAE . XTGBT 7 2 bk 0 . SR R R ¢
SRS W, WK E RV ME TSR — R RAE RN . R AR A A
FEARR. Al b, AR aiE. FF. . WEALSURIINE IS 0 = B4 IE . Xl
RIES T 1939 4E4 ) LBFHEE Scott 1 Robb-Smith B Y#fiik. 1952 4 Farquhar B “ ik
Wk . 4 F DO R 40 P 22 i A 44 4R0E T[] DLk AR 2R 40 ) LA SR R R A I 4 koL
AR, kM ThEERERS B, FPREMESEMMA R TWMmNS . HE 1991 4,
[ B A 20 M 2 T 5 i 42 < i 4 o L L M0 2 OX — T . PR
X ER$E, XR-ARGEEMEARK, Fh “BLIRR” HERANFAER, T “HEH
NI RE” AUHERG . SRR, HLH A5 R LA % 5% 3 4070 & Fh il 76 B0 JR
R Ve, T BO™ E A B RO S N R A S e, AT AR — &R B il PR AR ABA
(e q:opun

(—) A .

HLH & —F/D> Wik, HA]AFERFER B . ESMIR RN RN, R HLH 76)L
HIFEBWEAN (1~10) /100 J7, 5 TANEBILPH 1| Ak, HRILEAR 11, &
M, BEES FEkiBRMBEE, ELERE HLH iR B D E S A L. H
Hi A R B R R M HLH B R B KHIN 62 %, EAMREFERE KN 78 £ %K
P HLH i FEUBRZM 2R, FRMAEER, A4 FTA HLH B 70%~80%. ifh 5 i
P, R S HLH #H S & BRI 38 1 R AR A 0wl e 2w A [ X)L B AR A HLH &
A%, IRIE BT HLH Sic A %R 878, HLH MARFER VAR 1 MARE 82 3 A%,
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HLH i TR R EARE, EEER RS A Gkt 3REe " Pk,
JR &M HLH BA i K isasfE R (80 JEFEEEE, @5 TYFERMN, 70%~80%HE#H
12 1 % LA R, 90%4E 2 27 LAIA A0 o 40 P B T Be ke 2 S & 1 HLH (945 . 4k & 7 HLH
PR 25 Tl Ji PRI s ) 0 5 B B0 BE 0 S e v Ak, BB R EHE B B i L RR PR
AR oA WARAIAIRAGHE R BRFE K B, W AIDS, sRiiZ5¥)5 1k, ks & Ak
LT 40 RS R 0 5 A 7E R A HLH IR . 2 LI HLH 5 BB AR5 A Qg s «

1. B&ME HLH 22— e R el R R BR it A% 0, S50 (0 0 URR A48 fk B 22 [
FRI4E A0 JEUR M HLH 43 0k 5% ¥ HLH(familial hemophagocytic lymphohistiocytosis, FHL )+
FIE B SR G EAI S5 HLH Al EB #%# (EBV) IKzh% HLH. J&%&M HLH K% 7654 )L
R, TR — BN RO R AR Mgk &t HLH bR, SR, 7E5DEMBRA
ORI T OERCR R AR e ], UESE SRR ME HLH AR A ZE IR %2 5 /D 45 A 5l sl AU A9
H A A 5 R P HLH AR FE N 204 12 F.

ZEME HLH 2 % g fkbatt i feen, 546 5 M8, A4 FHL-1. FHL-2, FHL-3,
FHL-4 Al FHL-5. B} T FHL-1 AHOCHYGRPEEER R4ttt B 2= A A #iff e 4, FHL-2~
FHL-5 73 5%t . PRFI. Uncl3D. STX11 J% STXBP2 Re[R J H4mtS M CE A . Rz
LEANE T EAFE Griscelli 8/ 1E 2 (GS-2) . Chediak-Higashi Zi & fE 1 (CHS-1) Al
Hermansky-Pudlak Zi& ik 1L CHPS-11), 52 RAGHE R 5354 RAB274 . CHS1/LYST Fl AP3BI.
A A R PR A IR AR 2 ) S S R BA 2R A1 S HLH 8 T2 2R . X MG e 4
A g S AE (XLP) AU45 XLP1 Fil XLP2 (XIAP) 2% Wi EB %6 £ 9K 80 (1) 5 & 1k HLH,
Sr Rt N SH2DIA K BIRC4 WiFPHERI 548 . 2 4wt 1] SAP & (I FI BIRC4 2 K RIANT,
PUAA A% EB fi 8 4% 19k O 40 Hi i 68 0 PRI, 260 330 HLH (9742, oAb il EB 9 #5:4K
) HLH A5 1L-2 15 5 19 T 41 M ¥ A6k = (1L-2-inducible T-cell kinase deficiency, ITK).
CD27 i Z 8k & T #5128 35K (magnesium transporter gene, MAGT1) Z874F, X4 HL A i
B35 LA EB o 85 AH OC AWK 40 M S8 5 . R 80 HLH b E 2RI L FEA M HLH 1147
FEREF RVE LA 5,

2. A HLH 5&F SRR A G, gy Mg, OG0 55 2 f
93 R 20 G 2 22 46 )T AR LA B 5 L ) — b S SRR, AT LT &R B . 4k &P HLH
FEF W TC S S B AN R s A SR DRI R P . JLEE DU BRI R 2 WL, it AT A
AERE, UM RIS N E BB

(1) EGAHC HLH: 24k &M HLH & W, OfEmaEmyy. Mmmj, 5
TR Ry Ji R LAt ] DR IIA R R A () fE E S ER NS BN . LB
et RN B I A2 A S U0 o B () PG A, o B L AR A B WK IRl . IS R s, T
HJE EB M8 YR i E BN, Rl b e A Dk SR R S8 Gt B A AT ] S e
P, BRI B ARG, RN EE (W XLP 8t XMEN &)
emfa N, WRE EB Bt T NK @MUR T 40 M sh Rt #6 vl RE R8s . %1 T HLH
B, FhREAE T S m EB i EERt T 40 AER B 40 Mty gefifn) . EEINARES, EB
W EAE T M R B, MERKEARE, EB EEEKY B 4000A0 T 40 thflkl 2. X
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PP AR LA 1T fig 5 B0 A B S I L 2 A sl R O P E AR VS B 1 EB AR .

A Wmse A EARmE (CMV) | IBFEE. AEM/NES (HPV-B19) %. CMV
YR WL EREARE . 57U RIEMERE B K e B A& T4 sk B %,
=4k EB i #2 )5 B WK 3B HLH 205 . HLH /et s s g b R4,
{E HIV Y83, HLH rlHILE SR, thnl thILAE HIV e 8 & A g, i
RN, DR GIEERRIESEAIER . 180 HBV 1 HCV BEE B4 #E HLH t
FiRiE. FEERI M A BoR, WHAEELL EBV A, KRl HIV A . R0
FEHE L RPHYER . S KPATEE . SEATE. G E. A RTFESHTE LK HLH. £3%
[, A E. MRS ER HLH A W, B R GAE dUR Qa5 HLH, W]
DA BIAS MR RIS SR, S8R A 5 dUR G RGE . BRI, S5A% AT e
Bl B LBV AN R S g s A 2 R bR Y R i L) A A Y SR ZH 2P 3 v R e
WL R R G g X s R HEE R DR A OGRE, SRIfT HLH B 5 S e ke R TR L
YA Ko AN (P R AR R e 5 HLH R A () 2C RFIEE s 1 LS =,

(2) JiEE4H 6 HLH: #IESH# A SR HLH, T8 iM% K%M, ol WL EI8E .
APEEE . 2R BN BN R WA RS . HLH t7e /D F0e A it i it 40 i
g MRRRE . EESERE R, SR SN S, iR SRR 9 5 A
(T 4 bk 298 55 EBV, £ 0 Castleman #55 HIV Fll HHV-8 &R YY) I K. TR
Ik YL DA (1 e A6 R A2 HILHL 14 J5 BT 45 g 4 i 0 e P PR 1 5« Bl SRR O IG £
fisEa AT OC HLH ELfl oz n, JCepibk ERIAH ¢ HLH 28 WK EY, JER UL T 40k
BEZW. Gitd REn, R TERRMBA, 778K B 40k 82 S8 HLH 1% iR,
fEr EE AR E W LA T 40 bR 3, T A0iiRe s S8 HLH B2 WA E T 40 bk 58
CEOFE R P GRS R FE T 40 bk 208D« TR AN bk B8 . B2 By S-T 40 bk 258, A8e/D LKy
A IR 2 B 0 LA B9 o A AR A JFUA S e B B S 5 O F R AE i S 3 HLH 77 4R,
B W XLPL SRR ERT . BAAR DU AL 2R 40 a4 5E (LCH) &) HLH 2 W)L
FEE. MRS HLH MREE 2R, wTeFREMRSE 2 i ke, thal e itiasT
AR IR, AT b A L A A R T S Th RE T BT RS e R AL TR, thnT e
A5 BURIT A R BED RE R AT B IRTAHOC HLH 4 s WLER DY 3,

(3) W B itk HLH: BB MR & 1E (MAS) /& HLH B —FRIMEA,
LB VAR K i A 5¢ HLH.  H ATACK L 30 A RGu1E ok 28 B4 0 A & i 5
HLH #i5¢. 7EJLERFED, SHRNFERERMERT R (SJTIA) & MAS &Z WLIAHE, R
G BURAE (SLE) W2 W R Z —. BB W CAROA Still 3% F1 SLE £ WL, HAthie
AN TREEME. ZRMNR . BRIy, R, REMHRE.
IXUEEE SR HLH 1) RSB RRERY, DG IR RZ AR S AP 2y, PRI,
@A, HAE TNF-odffilf Ok EEF AN & MAS ik RE. —#9 MAS 5K
£ HLH AMELLSES, JUHREZ RUR PR LI, RO Xt Bt a] G B NK 40 fash
REFN 2 FL FE RIL K198/ B UNC13D Ml PRF1 [ SAZ R 2 1 ZEZNAEYF B 219 KA 6
MAS [ 38 SE R FE B0, 75 HLH AR R N 7 24 & F IhREAE R R AR/ 2 51K
AHIAEE . MAS IR RS 550 A8 i

(4) CAERY) HLH: SE8RAHC HLH thBAHGE, wRA T2, e WL
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We ARIFTNN, BF-BRATHAMAR L G 5 SRR PR AIRR VR A UEARAH ¢ HLH (KB R
SRR iy 259 5 EE A, BUAE &8 T A T4 A2 4 (HSCT) J& 1 & B A7 42 % F HLH
RS, ATRER bRk e Tl . R U . UL HLH 75 RIE AR
PR, W R PRV B VI 52 AN W 2 it R M i ke = M I O AR 55, S AR
Pl REAR R S B RIS il A R 38 . HLH 7EZ2101 8 VEVS G T BRI < 181k PR 2 i
T3 BT I S TP A R E

(=) Zmu

i Mo 35 Dh ek Pa 2 UM HLH AR 7ERA SR AME, iR sz 2 E R R
RIBE, 2R R, WENIM, NK 400, Mt T 400 (CTLs) 55, i K&
Fas Fi & (CD95-L) FIAE /WA A2 AR AL I YL (R 4H M, (5 o0 B2 (2 0 ok 28 L /AR A%
0 P 75 1 A MO A T A M R, R g A i v A, S AL R BRI . 24 NK 41
Mk CTLs WG G, 1K LERGURE I A o 1) 2550 A 400 PR R0 440 o 2 () £ f e SR il o AEIX A
MR, URE, LITR. (SRR S MMARRLS, IF B RAUE O N A
RIG, AL FERL A A SN g TR e R Y R . FHL-2 BB FAFE R S35
AL FZ b E Bk Z . FHL-3~FHL-5 fil GS-2 /% CHS M582- 5K U2 5 1 41 iy 85 ki B 5
FUHL AN R BEf N T A . PRk, B ME HLH B9 R0 HLHIAR A 0] g DAZH fi 5 40 i v
B RE S AT RN B 52 e () P b S A M o et e &P B A ML RF S Ak, AN 430 40 Y
Kl AEAR -, i TP EEy (JFN=y) . A SEIN o (TNF-a) IL-6. IL-8 IL-10. IL-12,
IL-18 FlE WS40 Mo 7% RIS IR 755, FoA ™ “ RAER X" o /NRBCALIESE CDS' T 41
JHL 53 04 (1) 5 7K ST TEN-yE 5908 R Ao LAl 4 T AR A

Ak R TE HLH BRRHLEI A, TRe2 M2 AOFE1EH . —2egk kM HLH &3
EAE RPN, X FEOLE AR NN BRI, T 2514 HLH. [ %2 AR50 Ry vk
FBAT BERE HLH BOfh 2 R 28 . (814 G V25 40 M3 e A s CUR Bl 32 AR, JUELJE Toll #F
Ak (TLRs) AT SRR, BCH A B I R = A N o A7 AL T 20 23 40 i P 40 L A
JEAA B HEE TLRs A] BEMERE T IXAN NG, V52 BRYLAHOC HLH i fo) At 2 e e, 7 p &
HHEBEPTTES . Tk, WFFIESE, ERFLER /MRS REM TLRY RIS SE T
MAS FEZf . AHNH, sTTA B R RIA N o, JE B f TLR/L-1R 155 4% 4 fid
Koo KPR, IXUEFER A LEThRESCUE T HE S B sTTA B8 R MAS. HABHLE AT AEw K
B G2 N A S [ L R () A PR 2 A1 (SNPs) LS S TR R 4 i 0 e 758 201 4 i
FIA 7o F5c e, 9 25 0 G2 6 3 SR BE I8 T-H0 NK 41 fa Rl CTL HI40 Mo 851 .

SR, HLH &N Z IR IR S A T ik B 3L [a] gi——id 2 (19955 Bk RAE S 8
Fi A5 0 40 R T ek B R AR MR N 3R AF M HLH (L FILE] . ZFFLZEA Fas REAELERF
PR SRR A0 B D Ak P - T 8 T A PH O PR RS B S B0 T A AL . B R BT
SRR S TFN-y I3 TLR B R B2 5 PR de S 4000 CE VR MR 202340 D A0 T 40 i
KA N o X FhE A5 | R RE RO, A R 40 U BRL 741 TFN-=y. TNF-as IL-1,
IL-4, IL-6+ IL-8, IL-10 Fl IL-18 i/, iXFf i id io4n Mo 81 X2 5 HLH Ifn RHISESG 555
TEZEVIAEOC, I H BR800 R e PE () R G s B 680

BUAA G2 155 HLH G ol it m B L 1-1 CEE 1), B 1-2 CEE 2) (Brisse
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e REuiER 2 HLH /) ZIRRERI . fE46 &M HLH B 5 FUR A L IR R &
Mo

L &#  JLTHTA M HLH 8 54 MU, 387 (Al =38.5°C, Fraik il i — 4,
HPUBRIATT R, RAATCIE B sl H At s PR AR, A2 e T i 2 IR 1 I AE T 3
X4+ HLH FSCAAS R 5 R R A A LC R A, 98 AR R R, I 4l
Mamil, SEAEE S, STEtEAN R 2 24 (ATEPE CD25, sCD25) B BT,
HH RN 5EE S5 HLH 2 Wi A R 7 .

2. HEEmMEBSEREA MW TREZH HLH B, EAE S I aTfE S DA A1)
PIP BT PRI, X AT HE K A0 e S L 2R AN 3R i A . B BB AT 4 B 2 R ik
[l i

3. BFRFEMINGERERS AZH HLH BEWAIFREIN, Xl G2 H b i
Y T BEHLRE S RO, FAEAR R SR R, IF K E R
ERAG S, SR RIGem i E. T EREAS, ol NAER B N2 L BT
o B AR M ST ey o 7RG T LT R PR P e 2 R V1 DX K L 4 s A )L HLH
Al g BUIG ) LA R ITF RE 0k . HLH i3 a] 7617 PR B ik o S vy, B4R, - BaAs
JRHEEREIE 25% . Y —%% HLH B#H RKIA R E A %Em (DIC) , HAaMk
o I R AR R ek, ESURL R FH BB BT B0 HLH nT 8T8 A /M Th RE R .

4. PIRMERGRER EiT 14 B SRS RGAER, W, W, B2
MEHER . WG FELEA MMM i, — 2B F TR R A okE, RS SRR . 15 %
o, HAbMR RGEERDL, Wil 2-ERSGAIE. DRESGAISARE. HLH BE Tt
Hi B (CSF) i, WAMuli 2 . A& (30 WIS . kil MRI & Fp & FF,
AIEBAERIRAS . BRIz KM, CAASME RGRERM M AR RN . %
JU HLH FFA R0 00t ofi o 0 A 20 i i R ok 2% Ao i PO o /R 9 ke ) PR o 20 A P 9 0
i 40 it BT BB RS RO Ak R = A KA. RAIRIRARAEIR AT MRI 55 (69097 Ja vl fE
B . HLH A9 i Sl F2 P A7 A A0 28 RGURE IR/ RE BRI FF AN i (>5 A48 i /uD) A1 (k)
|EFFE (G35mg/dD) Bk TS A7 A0 M S I s o e 5 402 3 e A CNS-HLH.

SOCHMGERER  ARFF R AGERE R BRSSO, e RS, R etEk
PSR IE I BRAR R A Y e . BB PSS e 2 nT e S YA R (4 g
o) s AEMRTRE (R A%, BEIRRATRES @ =B H il faEf oK.

6. AR A HAFE R R KR, B SR ESFFAN % . 2a
R K. BRI . BRISAELIBE. BT A K. HE SCRRHRAE, 5o B2 I 5028 (1 B o 2%
N 6% ~65% . FeBF O] I G IR, ISP E ., Sl ZLIE
ERAR LA R . T BRI DGR R . MRS, RO LRI RE S TR T 40 M bk 298
PIAHSR . B G A o o e n B 2 1 Sl A iR i A O, thml A W i L%
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1. £ MAARRLY  RIW— R E Rl g kD, 85 KM R L. g0 kb, fuer
HE1<90g/L (4 FLLAE)JL<100g/L) , I/MR<100X 10°/L, H¥ER40fa<1.0X 1071, 3
o 40 R AN R AR L A 2 W, (EASEETA I HLH B (4 E 4l R e st i # &
K T IEHE K, JUHJZE MAS B, X 0] g 1 R G 5 5 0 40 RN i /MO 2
KPR A N

2. BEMINE HLH H#ESRNA—, EWIE, WECT SUE R AR T g, &
W RIONEE M AETHESR, BRI, B2, JCH R ISR i) B
MAVEIL S, VLT, /MRS, X —Fp g b i O 4 i A et ik 1 40 A i AR 3 2
Fi. WEMPL% & HLH [OCBEAR &, (HAEME— S Wibsk, JF BNV ZAE I AR 72 o 15
FUMERE . W f ILSE AT i AR UL S B, ARSI . B, [ S R A A R R 5
L P R 40 A R . P R IR SEBEALL HLH BB SE MR AL s, 84% N\ BB 4
) fE R ILBAME . T EETE A SR A A A HE T HE (64%) , EUR X HERR I Ath if
WARGMBE AR . desh, M. WREEa R bk b o] IR v 4 ML % . 6 %7 R bR A
i CD163 fa s 4146 AT Bl T4 52 W 1K) BUBRPE o X T I AR R A2 40 2% i B ] BE ¥ R 3
B E TR SR, FEILARIG KRB AP 24 pi Z i, R IR M B R A el s v
Hi2 W HLH 19 .

3.MESEAKEAS S EVE RS MERE D, i iESRE A KRR
M. BRE>500pg/L A& HLH i2WibsEz —, 120 HLH B9 R U2 84%. HAITIA
K, AEJLE P S & T 10 000pg/L B X HLH B2 Wi 90% HIBUSE K 96%14F 7+
PEo BRIIA R, $EEEEAMBBTEATREEL . BhERIAL, B TREATIRZRE
M Em, nl kAR e S BEACH 575 rmi b, B FE et ST migek
F RS0 0 1 A K P B A2 Wb (R AT (L A8 3T S 0 b — 1 5 % i 4 DA 2 W oA
AR B H AT BT SCRF ML Bk 3R 1 <500ng/L £ ) LA S A X2 W HLH #5517
PR VRN . E AR R B, R R 1 )R MR R R R o T2
HLH 5 A UK FIEE 7 .

A, MESEANSTHEERENFEDIMEC. SEATE TRIER, 26T,
o T S AR B, TS B G, MRS, TR OV AT, I
HAKTEAW . HFFRIAR, REA TR S0%HEET 96%H F 8 £ (1) F 4R R T
ATREMESE R, TR HLiwl 3 AN BRE AR S ES SRR TR E . Bk, iEeskE A KCE
(11T BB T FE R VR HLH ZE T KBS (6 — MR A P E 4.

4. B=EHEMMA TNF-oum &% n] PG & B M s =Wt (TG) BTt w,
I 0 L A 1 40 Lt R 20 7 A KR ) TG %2 I TG>3.0mmol/L & HLH 2 Wrdshsz —.
Hig FIHEmMERER S, BZRFBURERR . AR, 4 HLH 73314 2%
Ji, TG KFRBEZ T, Ak TG /KX T2 W HLH AFAS G R 2 .

SRAHKERFEME MK IL-1B A0 1k i B G0 fa 35 ] SO 255 8 I 8 25



+ 8- EEMAARELEET

Alg, M IMET4EtE F R (Fbg) 4rf#, S1EAKLF4EE B R AE & FDP KFF&.
Fbg<l.5g/L iy HA 2 Wi . Ak, Fog EEAEIFAEAN AR, FFIhfesz 6 S 8okt X 1 &
FHEST TR, [RIIHG BR S A A& L R SR P R D RE 240, P RPIRAS BT W5 T 3 BU A
U REIRAS, M HLH B AT H B 5 ofi A4 A (1) 55k 1 2h e R 6%

6. NK AR5 MHEPEREER = HLH A3 1K NK 40 b P PR AR sl 0 pl A & HLAT B
PRE SO R BL, A2 WT HLH [EEIRARZ —. LR A HLH & 24k & Pk HLH,
TEBL AR TP 2 Al i HH L NKC A0 PE PRI Bk . NKC 40 Mt P AN S5 () T NI 4 S
FEEH], miA2dE NK 403504 e se . fEURPE HLH &, B NK 40 i dioe
W AT CAH LA M B R oy . HeiE . BRSO E A2 Ak R M HLH B fES0ng
BN, NK 4 MECRrT eSS, DhREFTRE T F%, {EVI7 AT REMKEIES . thT NK 40155
PERYI A VEAR TR, [ A Sh SR B B IF 4 — bRk, ' Cr BRIBGEA I NK 41 i
Wt e bl (RRIAEE U, R EAR DGR SCHE, Mk B, AE TIRKITRE.
H AT B 0 5 6 40 ) 2 5 O XA B AR 45 6 16 7 BORG ) NI 40 i 7% 1 18 7 A
e A 2 FH] R I 7 L €0 PR B P 7 6 PR A P R AR s FR R S PR o T 5E4UL HLH 1) 48
B KNHERY NK 40 M6 A B 1 500 2 2 W . NK 40 M 75 v B = e e T WL S v BB
FARAS, RIS HLH 75 204 205 W, NK 4036 P A7 o] R 76 K I a) 9 b FRAR K. 18
JRk M HLH B b, 35 H GBS AR A, NK G S i n] G s 208k = {05y
W .

7.sCD25 KEHAE BRI E I sCD25 FF4ET i, $EoREATIEI TR T 41y
RN, J& HLH i EE A 8 U RAEREY . 7£)LE S, sCD25 %t HLH 2 Wi R
R 93%, BSREATME R . ERAEHET, sCD25=5000U/ml X HLH 2
P RBPEN 90%, Firthly 77%. sCD25 5 HLH ™ F L 1 B 2R A% U1 A ¢, o
WAE HLH G PR S8 Z /TR Bt T 7E 200 S B Pk Sk R v bR R B W9 R,
sCD25 T i 1340 iy 715 A5 8 3, B sCD25 <10 000U/ml [ 5 42 77 % 4y 78%, 1 sCD25
>10 000U/ml ] 5 FE4E A7 R AU N 36%. I35 sCD25 ZiX i >2400U/ml 48 % Yy HLH-2004
(12 Wikrife 2 —.

8. FFUIRE R EFNATAEAR IR AT T ohfediit AR BEA NN HLH [figWiksrfE, H—1H
IWAHE HLH RS IHAEZ —. XA REE R AT B g i T 341 236, SR T
WK SIEEHRE T S RBLT T, JF 7= AR KR R MR PR 7~ s e AL 233005, 5 ke -4
ML 8 PRI T o L PR JEF 8 2 R WM IR 82 1% CD3" CD8™ kL B bk 40 a2
HaVRZE FIEIL S CD68 CDla 2R 41, JFFI 1A+ seiflbk 4 Bz 28 R Ak 40 i A 5
AR 007 o D0 T S22 £ bk O ZH 2340 B i R P g RAE 7K1 IR B, b5 I AR ™
PEAG . IR brA R G0 ML L LA, B bRAS AT ORI A A k. AT RE
PLE SR T . FLRI SRS (LDH) Jhm B L & T T s,

9. EBV #%EREE  EBV BEnTLAMEN HLH () B R, thn] BAFE 4 o A PH 25 55 L4 2k
R HLH & I0471E, HEshtE A g . o A7 A0 O R b 0 U PE HLH A i
JAHK HLH, 382 XA % A 0% HLH BB, EBV RAn it 2 5 R A il fe.
I, XHRBER A HLH (8, 7Ei2Brd f2 94T EBV-DNA S8 A0 il %t B) < 4% HLH
0 (R B A R 38, LA R T 7 A4 LA T 220



10. 2 FREFIEIE  CD107a S HMEAA SN 11-1 (LAMP-1) , 71 NK 4 i fil CTL
R EE T RS, 4N MR N, CD107a W s B0 MR I o 5 0K L ek 45
(FHL-3~FHL-5, CHS Fl GS-2) 7 JC [ 3 R i B 5 B0 T A B AR DCIBERE 2 1 CD107a ¥ 8
FA M 241 KR UMEALGS 494 BB & AT T VP, NK 40 o iR ot J8URE 43 41 nl
DL 4 HiL X 43 A7 6 J5URL AR ik D i i I 1100 58 3 Rk A 1 HILHL s As AL PR B b Cnsf fL 3%,
SAP B XIAP @) . a0 Mo R0 NK 41 uf% CTL ik CD107a & ik
fii A 5 i ORI A AT K s e HLH (T B 82 I, CD107a 2 FRIEFEHIK Y
NK 40 A6 P S E A . LRI R RN, FILREG MR, SRR
A1 40 0 2 FH 52400, 5 A0 M e 5 AN B LE 5 R FEAE AT, BELE T NK 48 R CTL ik
L%/ BRSO, S8 HLH k. TR, BREE NK 41 R
CTL |3k 50 FAR 3 $2 s BUE fFAE FHL-2 /9al figtk, 11 SAP Al XIAP [13kiE F N5
XLP1 fil XLP2 %Y. Kk — HiX e s GER ML~ HLH A7 R AL 5Eah, W2 B BEAT
O PR ERG A,  B G LA BERI[R) .

1. BRI R=ANBIE 750 %4 MR R4 i CD163 &ik B, fdidt s
by ¥ R AE ARV LA VT, CD163 41 M 08 43 M 7% ke A vl 5% CD163 (sCD163) . 1 HLH
VS AT AR B AE R S sCD163 K, BEARAE HLH 2kt —, HE5BEEAKF
AR GF A, JF T LSk BN MGtk ibr s . HLH PE ) —Flim RAER FIRAS, 2 F
A0 M K7 KRS, 40 TFN=y. TNF-a. IL-6. IL-8. IL-10. IL-12. IL-18. E W&t
PR 7L BTN K AR INAT 2 1 (HO-1) %5, #F58IA A IFN=y Al IL-10 % HLH ff1i2 Wi
HAT R Lo BAMTIRIERR, /ML Munc3-4 8 (14 3 8 PRSI A FHL-3 (18
FB, HlIEAESER RFEAR IS R

12. HLH BUREREN SEUR &M HLH [ ol Gl i 3 il e o2 3 H ar 2 an i
HLH b3 R 5 i g AT 45 50, Al 7 2 B g a4 DNA BE& e ikt AT
PCR F=4) HEE0 Y, DA KDl it DNA JPHAR . WA R R 466 URAE . UK
AR HEXERS I RBT RSP 54 e e4h, HATAT 3¢ HLH AH DGR G RE DR B 5T 1 A2 okl —
f1, A AN 3003 04 35k DR 2 00 AR (1 7 P TG 3 of 65 e R Jo 9 1 A 7 i TR R AR e A
4t [¥) Sanger il 7> 55 A7 3.

(%) 4

1. HLH-2004 2 Wit (EPRELMIS, 2004 FEIT)  FFELUTF P FKbrEPAE
fi] — 2% I Al L2 HLH.

(1) 4y F2Wifs4 HLH: 6 HiTCA00 HLH H5CE0RREK, W1 PRFI. UNCI3D STX11+
STXBP2. Rab27a. LYST. SH2DIA. BIRC4. ITK. AP3BIl. MAGTI. CD27 % R IR EYE

(2) FFELLT 8 &4Rbsaif 5 %

1) K A#E>38.5C, F4>7 K.

2) MK,

3) Mg (REAEMBERR =R « ML EA<90g/L, Iifii/Mi<100X 10°/L,
R4 il <1.0X 10°/L FLAE-7 38 i 3 fg B AR AT 8.



<10+  EEMAAAELE S

4) = H AEA (s RAF4E R H IR MAE: TG>3mmol/L 8% T FISER 1 3 M
#EZ=, Fbg<l.5g/L 8{f& T [FFE I 3 M .

5) FEEBE. MR R £ g v R 30 W i 4

6) NK 4 Mo &t PRI sl

7) MiERE AT E: BB A =500pg/L.

8) sCD25 F+H.

2. HScore 2 Hfifr/E (2014) FITARKYE HLH. X FAISHEATRT, BUrsE 2
W HLH ) n] GehiR ok . SeEdibiftih 169 45, BURYER 93%, FEF1EN 86%, WTLAKT 90%
FIEE TR 2K (R1-1D) .

% 1-1 HScore {4

R For bRt
L0385 75 1) S a4l * X 04 ; fi (1840)
i C) <384 (043) ; 38.4~39.4 (3341) : >39.4 (494})
ER K E 04) : FFREER (2340 0 B (38 40D
41 o k2> 1£ 04 : 2% (2441) : 3% (344D
P (ng/mD) <2000 (0 4}) : 2000~6000 (3543) ; >6000 (50 43)
= (umol/L) <15 (04r) : 1.5~4 (444}) ; >4 (6451
HHEEAK (gL) >2.5 (04}) 5 <25 (304
WESEM (IU/L) <30 (04+) ; =30 (194)
T ) A R o L x 04 ; (3540

a NS BT HE I Pk B 2 A S e vy T OBl B TTIEE . IR A%, RREMAIEDG %50,
b M HF<92g/L. [F40H1<5.0X 10"/L, 1fLHE<110X10%/L.

(k) Foi& &40 5095 B

1. YA NI ML R PR RINETEEES HLH B9RT 6 1 HLH — H &k, Hdk ik
JEARDR, BEEESE KA, R R 2 Wi 7 SO B, NAENLAASE 3 s 41 o R -1 1 i
AW 2 1 4. 120 HLH %A 2 — 10 tebniE, GfEmnmg. Rem T,
EWibRHEE YIS AR R se AL, b aTREZE R 2. B HEZHMAIGRZHIE
DR R AR, I B BSR4 g D i, KA HLH el REPERESS . H
AT s A AR RO A, 4 S H IR A e i PR BRI ofn 40 gl /> — PR AL I 0 4 P
HLH [nffig; BRE AR, A0 a0 o />& FEAS 0 i D81 ) 1 5508 % 8 HLH. BREE A 2 %
Tt B w2 PR e B E I LRGN, @ E RN e E 2 HLH
A R 7

2. Wi HLH FH{TEMOREFZRIBEFEITE R0 # 078, W CD107a &ik
AJ LA RE HLH 2 Wi 3R Bt IR 22 Bk, IR HLH PRS2 R P K 5w 4 . 253 Fid ko ik
i RIEG, CD107a A W TR 4kt HLH AR R R R & ¥ HLH, CD107a
FIKIEH o T DRI P ) n i VAR SR R . NK 4 U 8 2h RE A sCD25 (15 th ]
SR HLH 2. i Zsmifif2, — AN i g5 R Rl 5 R s, (HIER %
PR 25 WA RRA TG B AT I A . EL BRI IR (B IE ) RAZ, 8y
HEFTH LRSI E 5, A Reas iR E.



