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Repeated fever with cytopenia
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B, 2,192 R EM3d T 2017429 H 29 H A
Bi, 32017429 H 26 H KRG L& #4198 JER,
IR e 385 °C., 9 H 27 H IR e 224 1w ML/ : WBC
6.41x 10°/L, " kA 4H B2 5 80.6% , HGB 124 g/L, PLT 193x
10°/L, 7RG A2 CIRIT IO A, . HAE T 20174F
9 H 28 HRIR T E 41.1 °C, E A& M H BN : WBC 3.43x10°/L,
FhP e 20 i 5 81.8% , HGB 125 g/L, PLT 136x10°%/L ; C J i/
1 (CRP)26.63 mg/L, A : MHZT i, FBkiA T B2k, XL
Jli [ Je IR o O3B CT /s R AR LSRR . 2017 4F
9 H 29 H IfiLH ¥R : WBC 2.82x10°/L, i 41 fitd (5 86.5% ,
HGB 123 g/L, PLT 90 x 10%L; CRP 40.82 mg/L ; & %5 % J&
(PCT)6.37 pg/L; i IE 5 5 BIHZ1 2 (TBIL)66.5 pmol/L, Eii%
JHZT 2 (DBIL)17.1 umol/L, [A1# R4 2 (1BIL) 49.4 pmol/L,
T2 LA LM IE R | (H Amfs " A B . B H &R
KGR IR B BEERR T, /M E R R TC ] s, BEAE
EIROYNC S E 3 w2

ABEAE A PRI 40 °C, 2R AT, 2 B BR BRI O i
TCR B S BE . FRERAUM T B WA i Ok B 45, ek
FH2Y 1 emx em, B, JCHRIR , 16 8 BT, JORGE , Rk ER
ELEE R R BB JC R . U 538, A iR
FEAR, AT B o TR, JCR AR 382 5 . 0028 80 Y/min,
BT AR Sl o o . AR, AR TC R Sk
IR LVESK, Al S B, NS TR S BEh 4 T L em, i
IO . NS S iE R IR ) R m A v 2 i . B AR Y
JEOCTT P A R G AR I FH

I FLARG A WBC 1.91x10%L, H Pk 41 it |5 80.0% ,
W e 4R Y 10.0% , FRAZ A0 AE 5 7.0% , RBC 2.36x10%/L,
HGB 97 g/L, PLT 30x10%/L, 5 4l s 3% ; PCT 6.39 pg/L,
CRP 68.90 mg/L; 4= fk % B 7 : TBIL 70.10 umol/L, DBIL
46.80 pmol/L, IBIL 23.30 pmol/L, % /% /it & W% (LDH)
805.00 U/L, B, Wk 113.82 mg/L. M4 >2 000.00 ug/L.

BEIMINAE : 12 D- B 1K 7.96 pg/L , i AL 4845 E 1l 375 P ]
51.8 s, B UL il )5 E] 16.1 s, £F 4k 25 (H R (FIB) 1.86 g/L, Al
PE A -2 324K (sIL-2R) > 7 500 U/ml; s 45 S 4t
& . EB R (EBV) IgM FH:, 19G BHE . XS S0 42351 . 1
Pk 201749 H 29 H AT M CT 71 « A3 il S AE , XU /1 12 g
J R

20174F 9 H 29 HATHBESE IR AL R AL R RN,
AT DL A (P 1) 5 e O RAZ R A B T 58 5 B B
SN AR S A - B BE P TT L2 6% TR R T U LR 4 i
(SSC™'CD3*CD8*cCD3*CD2* CD94*HLA-DR*TCRB*CD4"
CD5 CD7 CD16 CD25 CD30 CD56™ CD57 * TCRys ) , Lk
TCRVB RN 3, 2 i Bf 57 R B T 419 85% , $27R
CD8"T Ik [ 41 i 484 4 14 52 9 vT 66 5 12017 49 F 30 H 4730
S H L 25 TG A, 2 B (1 2) B T s Am AR 2 A, 4k B 4
A AN R TR T L RUAA [ 249 9.6 % S8 T bk EL 40, 4%
CD8' Tk LA MLg s B . B BEAIE TCR AL S HEHE/R
TCR VB-JB(+),DB-J(+++) , Vylf Vr10-JyFHH: (T 4H i 32 1k
HriE) .

WAL W : L PR T 20 bk e 2

Pl RSk T 7 o S AN, BELPACD R , B A B2 S PR SO LT , A%
e TR, 1 WA, B 4
1 AR (i G- ARG (5, x1 000)
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(GR T E VRN % NS ) IR R Ly N N L
KA o ABEIG Tk ADURER G ET EL IR ) 28 e e g
T R B AR ORI O TR R R
T ANHAL, P 3 T 40 °C 1, M BF IR 25 R BIPE  A 2h B gk
Zi5¢35% EBV DNA K E 4o DNAKRIN . iz B i 2,
S5V NN = I T T 1= I /B U 1 Q0 el 1
(hemophagocytic lymphohistiocytosis, HLH) .

HLH & — 28 piy J A ik e P B i S S 3R aod S R A
FNLZEAAE, AT 43 A R AR A e, R P HLH 53 [ i
BEAARDG , 4k M HLH WU 5 2% FPyE7E O AR DG 38 35 O A M B
B A R R AL ke . R R R P EBV 2 R
WHZ—, HAiEBV &Y 5 HLH A JFEBV AR E
BREAR (AR A 7™ F e R BT AR B ) P I B S i
18 AR BN ) IR R AR 2 72 W 5 , AT o 08 200 f 9k
AMEFEBERBER I T 4 J8 DR AR | I T v e /N HL2 i
HEP, HLH EBE I &I = R im0 REAC T ae 1k
G HOME LG . 2 R AT S R L
HLH 2 W87, EBV B itk CUR S B0 4k & M HLH 7] g
PERCR

B IRIGRITIE

ABES d i B ER G B3t , AR R ik 39.5 °C B
Sk SR R A AT B4 2G04 B 0 o P e e P R T A . R T
20174F10 A 2 H A58 & M fe) AR, A A SUIHR D &, 0
R 3K 120 YR/min, I 2002, 35 39 YR /min, 2 St 48 401 A
85% , IfiL /& 100/60 mmHg (1 mmHg = 0.133 kPa) , 2. 7¥ 3l ik il
SOMTRES R 30.3 mmHg, &2 A RS H 7R - Bl S AE , W
A0 s RO, BT T I o RRE AR 2 T R e it e 5 e TR

PUARAF | A1 FAE i 3 kg, 7 R0 W 4R O FEL B IR SE K
FIFR IR JE LR IR U

HLH-1994 J7 Z7E B WNAIT S HERHAIT S A A 5 T3
Y18 5 &, T HLH-2004 J5 575 8 J&l M ZE R P IR AR FE I 1
PRl T RT3 A L B N R AR 2R AN Ak Sy RS AT
PP, T B IG & R, AT P E 2% HLH-2004
T5 Z R AMKFEIAT R IKAIRYT B BRI A R R
IO A I PR 75 2 U0 DG AR R IS AR Ak o B A S
ERA LV DIC B KA

il FARFEIA T 2 d )5, B IR B 22 %, 1 52 3% 25 1n]
Fh, B AN CT 7% BIITIE HkL 0000 g s R TR 3 43 il 2
UG A4, B 2017 4E 10 H 1 HEF5E . 5 i&3a v A 2L, Rt
W HEHLH A2 8,

E=RIERTTIE

BH AL 12 KRS T 5 5 YU SRR 5l
LA i) 5 55 SRR YT R PUsETips DIC, 2 1 HLH-2004 77
SRR B TR ARHEIN 1 (160 mg, 55 1.3.5 K5
240 mg, 558K ), ANk E A ARAR A DL A5 2N F A
EBV-DNA 75 2.91x10°#% 1 /L., #5305 bk E4 45 17% 44 0 Bl+ G e 441
LU 2R+ T B oA WL GE R, A5 & HLH A1 I 5 0T X 8
P T R 2 200 Sz AN LRI 2 5 TCR JEE IR A 2 3 W Aff 2R 5
W L PR HE 5 SR o T 4428 Kl : EBV /N RNA(60% ~ 70%
FEPE) o AR H AT 2R HLH 2 .

SR A BERHR IS 2 R, V22 R T FH HLH rhosk e 41
JUFIZH 2O A0 B T 2 2R T B s AN AL R - I A e, E R
EEHA B 1) ) T2 R S PR o B AR N I R G 35 PR ARG T 45
T AR R AFE R HLH 2 K% 4 F 3 ~ 5 8 B3 i iR i
gk &M HLH, W75 g S T8, JE ABERT EBV IgM
PURBHM: , EBV-DNA 2.91x10%#% D1/L, EBV # il fig 25 [ /&
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A HE 5, (x100) ; B : HE 42 {5, (x200) ; C: CD56 4% 41k ( x200) ; D : CD163 4% 44k (x200) ; E : CD3 Hu s 411k (x200) ; F: CD8 41 2 £ 1k
(%x200) ; G: Ki-67 G201k (x200) ; H: EBV ifih i) /]y RNA JiF v 4238 (%200)
2 B ELhER
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PRI N o EERE AR Bk LA, B 2 R R
A ARG RS 57 R L A, ok 45 A B
DLW 1 AN REHEBR K LR , 0 B AT AT BB 27 0 S A
ik WIRRIS I, K S8 SR L 2 RO % 2 SR [
SETAEBE(NIH) 2% B HRA T BE S HIA .

SRR T

BAE T 20174710 A 24 H B A B BE o, 1 36 274
7 RLFRIEA AR, 2T R U IS A: | PR A A LG B R
AL UL A R AR AN s P CATM AR R R DL Tk,
CD4/CD8 LLAERI G, Wkt L E S HEIPE . 20174F10H 27 H
A CT R W B 574 . 2017 4F 10 H 30 H AT Ifi 58 4%
LA IR < A I3 5 HLH AH G BE K 52748, & A EBV-
DNA: 6.6x10°#% D1/L, & 4% If. % #1 : WBC 4.87x10°/L, HGB
74 g/L, PLT 293x10°/L; 4= AL K 25 « H 9 =5 0.99 mmol/L,
FIB 2.14 g/L, ML7EEAE T 714 pg/L,sIL-2R 947 U/ml, 20174F
12 F 14 H 25 [E NIH 114 Elaine S. Jaffe Zi #2312 2 W, - S0k
L 45 EBV 4 i A/ RNA(EBER ) 78 Ik I 45 41 ifd o 52 R i
B3 A, 2ok B T Ik L 4l )i, CD2 . CD3.CD8 FH 4,
K43 CD5 [, HoAS AN a3 2 8 GranB (+) \TIAL(+) |
P53( — ), KR4 TN TCRy (+) , BFL(+) , A bo Byl 811
FLR T 40 g BUXE L X 43, CD56( — ) ,PD( - ), izl L
EBV PR T 40 i 203k U8 , BOZ 8 3 &2 W L # EBV
BRE T 2R 7R 3k B A HLH.

EBV J& YL 5 A 22 Ik B8 1) A AR A 56 4 4 T S e T il
NTE I AESEBIFE 2 B ER 43 EBV HH Sk CUR dL ] 2 A4 Tk
GZE I A, H X SE ik LR AR I PR s B2 R AR 2 13
FAAMERME . 2008 4F WHO ik P 1 Il 5 46 e 23 2 v
HIHL T IS EBV AHSCHR ISR B 4EPE EBV BIMEMR LR KB
Y1 ARk 980 A L EE AL A LB R 40Pk EBV PHAE T bk L 41 it 348
BB KM A SRR TR . 2016 4F WHO 4328 L
H ARG EBV BRI T bk 0240 B3t 7 1 5 05 T 44 )L 35 EBV
BHE T 200 i 2R BT

JLFE EBV BHYE T A0 A Ak U9 2 LA EBV IR YL it HA 7
A 20 2 AR A T R L AT 0 oA P R R 1) 5 D
JiIRE , 2o A , P I O (O I B A R HLH R B, %
Ioa BRI RAR, AN AT, JUIUE H AR [ SV X, 75 7

EZRFIARIE . ATk & TR & M2t EBV Bl 518 M 1
Bh1%E EBV JE 4 (chronic active EBV infection, CAEBV ) [A] i
BV RREMZ R BIF R ROk LGS R
B IRt o R B e R R S 2 R v, W AU A
NBET ™, HER /- I mT S 2t 28 o R I BB L IGUIE
JIT 2 2 22 0 A 21 2R A 14 A R T 200 B384 22 £ B S i i
MG, LI ) T A A 5 /N HLk 2 2 80Pk (H LA
B3Iy Z2 T A EEL AR AN R DA R S Fr A 22 53 58
%o BREE R N A U RS A R m IR . B A 4
i W 2 H o CD8* .CD3* ,CD2* ,CD56"f TIAL 1 GranB #
ix, fECAEBV 4t T, CD4 CD4" il CD8" A H B I%
il AT A FGE |, 2 9 R i N B R 5 DR & M EBV R
YL 2 A A AR DS MR R A T R R AR EBV 135
PEBRIG . 2T T 40 LB TCR LN Mg e E HE, EBER
1) G A AR E SR R s T Tk L 20 EBV B .
R IR AR AT A X — PR M U, TR
YRR, SRS 0, L PR B R, A5
TR 5 IR B 5 B8 MR TE 5 6544 , ELAS ) R A W 21 20T i
1) 2 240 e B A P O, T R — e s Wi e R L B
EBER £ FHPE /010 | Ki-67 45 5051 1T e -5 800 1 28 & 1tk 0k g
AH
REAE N AMw R TT 2 B4 s ok R il s 22, &
BB A R T B TR TR T ATIME LAk SR SE T R TR
I DL, BNRTASR IR YT S0 w6 o, S4B rY s
BIRK ZRISET HLH BIRYT , AnERf R ARFEIA a sl ik e
A0IT T R IR+ 22 Z2 H 2+ KA HR+ T e, A i
FHFEARYE HLH-2004 )7 223097 . 197 8 MG /B A A B i
2] \EBV-DNA € \PET-CT, B K EE % , HATC i BiIf
i I HLH-2004 75 28 8 A A B 22 320897, 28 T B il S
Z A ER I DI, B 2018 4F 10 A 30 H FHifGEE
Bl T2 AR bl , EBV-DNA S A THME F R
BATIA BB I0 7 Hr ik 2 3, JLEE EBV BHHE: T 40 it itk
E 9 2 9o A, T 1) S O P RS I AR P X T2 R TA TR
TRYT WA B, AT ) PR AN B 225 B4R 1 B 2 A IR
W SARTT SRR VIR .
(Weh H 41 :2019-08-15)
(AR i - T )





