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Abstract

Objective: To explore the clinical symptoms, signs and imaging findings of adult EB virus (EBV)-
associated hemophilic syndrome (HPS), so as to improve the accuracy of clinical diagnosis and
reduce missed diagnosis and misdiagnosis. Method: The data of an adult patient with EBV-related
HPS treated in the Department of Respiratory and Critical Care in The First Affiliated Hospital of
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Xi’an Medical College in November 2021 were analyzed retrospectively. Results: The main clinical
manifestations of the patients were fever, thrombocytopenia and splenomegaly, cholestasis and
fatty liver. Blood NGS was positive for EB virus DNA. Combined with medical history and auxiliary
examination, the patient was diagnosed as EB virus-associated hemophilia syndrome. Conclusion:
The clinical manifestations of adult EBV-related HPS are changeable and lack of specificity. The
detection of blood NGS and abdominal CT can help to make a clear diagnosis, improve the diagno-
sis rate of clinicians and reduce the occurrence of misdiagnosis and missed diagnosis.
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1. 51§

Mg 1M 40 9 45 & 1iE (hemophagocytic syndrome, HPS) X FR W& I 40 Jf 1 ok B 24 29 4 o 186 A i

(hemophagocytic lymphohistiocytosis, HLH), & —Fh i % MG 45 Sk,  FARFAE 2 B 20 i R obk T 4 g
I FETEER . FAWRAN G 2 K 2 S T Re T [1]. DAKEN . A b BRI R R B IR S R
i ZH 2R G LI 50 F B IRRAE, 200 v] 23 A S5 E HLH Ak kv HLH. HLH &L n] e 5 A
5T R EL 4R AT NK 4 1 5 2h 8 25 6L 5 20 VG4 R Ak LA P ek P S A O [1] . SRR R RN 4k
KM HLH 1) 15%, LL EB %% # (Epstein-Barrvirus, EBV)E& Ui AZ W, 295K YHH5E HLH (IAHLH))
70% [2] [3]o M AR AN E B G ORI HLH 5 UL 5 R R 22, HIGRR I, 1697 A TS 5 5 R
FUIRK[A], HAoB R A ISR HLH #I5% XE. W2 R AT RARE &, RMATE 20%01) B Tk
B 5E 7 B [5]« EB IR EEARSC T HLH (EBV-HLH)ZE S HECHZE WL, EBV-HLH 1) 3 4EA42 47 240K 55% [6].
BT IZRIRRR IR A 2 A ST, B, JEToR e, FUASCHE 2021 4F 11 H P RS pi sl —
B e = e P 5 s B R 25 R 149 N EBV-HLH S 51334740

2. HRBIFTE

B, 5, 258 % . FR CRMEZEZZE S d, NE 3 d” ABt. 5 d FTZEE IR, MRS
39.2°C, FEIEERAYA, FEkE, oKW, PR, 2R AR, %, TCRIR AN, Tol kR,
TR, JoOrE. OETXAE, TR, ToHEVS, TCRIURZIRIE, 2021-11-18 s T <&
R I RER A 12, ME MR R A (WBC) 4.49 x 10%/L, FIERIZIA(N) 62.2%,
ZL4HI(RBC) 5.31 x 10%/L, IMMZLEF(HBG) 161 g/L, I/MRI(PLT) 61 x 10%/L; fi#E CT: Wil & szttt
BB R s A TR O B o AN A, R 04 B TR A, i Rl A 0 (240 B Bt G T
APV RREE B4R, BHAAL 14 mm, KEARTRE, AT RAIR =ML ERREER, HEERMAR: A5
JT I s RRAEARFASE K. 4 « RIPIGEIR YL 45 T HUBRS AR TE)IGYT G MR e R N R, WO, 1%
PRI, 2GR N DS IR IR S f ERE L RN 1212, B A i E M WBC 2.58 x 10°/L,
N 63.1%, RBC 5.48 x 10'%/L, HBG 168 g/L, PLT 23 x 10%L, LA “KRAMHE Y M MRFEK” 2
Wrl i NBE. EARIBLAR, FihzE, SaUREE, BEIRZE, —(HIEW, WA ELW AL, BEEL. 2
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SRR MR BRI O s, S T M R B A N A TR L/ MRE YT, FETRIT AT, IR
b, KEMHEHE.

R il 37.6°C, MkiE: 166 X/5r, WFWL: 26 X/5y, IifE: 80/64 mmHg. #iE, &kA
B GBI, RILEE. WIS, WEBTEA, ABIHY, W, RREITm K. 3,
TP, O AEARR W SRR, EEBAT N 3 Rk A, AR LIRS .

TR A B Th SR A P2 o Bk I Aty S5 A (7] 51.6S. D- ¥ 4A 23.43 mg/L ¥k I i )5 ] 20.00
S, 44 A i 1.27 g/L BRE5 2 5L 3.81 ng/mL. £F 4k 25 (1 F4 @ ™47 56.90 mg/L; Il 5 #7: 40 1.79 x 10%/L.
RELZHM 0.46 x 10°/L RGN 1.23 x 10%/L. A% 0.09 x 10°%/L ML 145 g/L. I[fiL/MK 25 x
10°/L, A=Ak #4 126.5 mmol/L. 4 3.1 mmol/L. FHEH 34.0 g/L. EAHZ K 112.8 umol/L. [aJEHHLT
% 25 umol/L. FHTEE 78.1 umol/L. JRZ 13.6 mmol/L. BEEZ M 152 u/L. JRER 674 umol/L. &A%
MG 78 u/L. WLET 129.6 umol/L. B I BERRES 226 u/L. WLERIKES A T 2.1 ng/mL. LEREEE 237 u/L.
FLEE B 1163 u/L. EEZIHLIE 87.8 umol/L. 4R CT (K] 1)#&/R: AHZEEEERE, AHFES ATRE, AHVTIR
MUES: MR B3 MR A8 R BEARE R, BRI, B bERW. Il NGS H
DNA & RNA Kl 5427~ EB i 85 /84%: EB W dibitd: WERZPiR 19G Hiif(1:10)FH . EB W EE K 5eht
JR(1gG) (1:10)FH %, EB J5E DNA AGMIBATE, 282 > 1500 ng/mL, RFF. . B4 /P
EREE. MRAREY . MR RPN, 87 ER ST, HFHER MR + MRCP R ILF# .
SRR IR RO IR s A TE, 28T RAF. 3. HIV. IR, G 528k + AHE + GM SLE AT,

ANBEizlr: 1. 2SI EB R YL 2. ML AME 3. M/MIR/AME 4. BRThAEST & 5.
IRARIMAE 6. AHFEL

WITHE: NGRS THMLREPURY: . RERR . B fbBPumeE. KRy sm % 11677,
H PRI . ANBEEREE R, HHBUEL, K, S8R, 4RSS RS T
i 5w VG m A T UK GIR T . B AR, AT AR EA KRR T RPER T, R
8 TR B IR TT

BRI AR, MAnMRD . A4 A IMAE . kR AIIAE, S5 S RERME . KA R K&
YRR T2 B WG % B MEESI R EB W ip /@G 4k RE M4 LE &1, 4 T AN skEH 20 g/d
(EFH 5 °K), H A f ik F 58z 80 mg/d 7 A 5 d, 5 K J5 18 &l 40 mg/d, 4k4L3EH 5 d, FH#CA 20 mg/d,

Figure 1. Splenomegaly can be seen in total abdominal CT (left) and total abdominal MRI (right) on admission
1. AR R3S CT (B A)WEF LI MRI (El4) 7T WA A B X
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Figure 2. Chest CT examination on admission (left) and discharge (right) showed that the pulmonary inflammatory response
was significantly reduced

2. NPBB (Z2 ) Fn i Be B (45 () B &R CT 4025 v WA R A 14 I R R R R 42

HERH2d; 2 RIGSCHERFRE R 20 mg L Xk/IH, 1 FJERECAN 16 mg, JaiZ#iks. £i6)7 585 L
B A, MW RRE RIS, IS hAI MR FEFRIF 5, 456 B IGIRRIL. AR S N B Al f5 s CT
(] 2)k B8R MR YT T BA R

3. #ig

W& IfIL 41 0 255 5 AAE (HPS) A& — 1 A% 1 BURASVE g2 1 15 D e 57 1 T 8000 ™ B 0 SR B 7 B AE « AR 2
BAFLE HPS AHOCIEEDE S, W40 R S R 1 (SRR IR ) R b R PR (SRR L AR LR o 2 AH DGR PR R[]
Ji M HPS BH I8 A% VIR EL 40 P 25 D) e A2 40 B SRR VG VEAR OGRS R BRI S 880, 46 M HPS B g . XU e i
PEZO . IR, BRE MG T, BRI R, 29 2 R IR TS ™ E SORE IR N SR A AE
[8]. &AFERER B W] A, Horh EBV LRI PR B ILIK AR 4k A 1 HPS B ERI[9], — 28/ I J 4
225 HPS [10]. # EBV H @Y B ik Aiff, W2 Bk el vk S gy 20, hskde T ik
B4R B NK 4HARS, ARG T AR EAIA & NK R0 515 Bk EBV BUSHR EANpife /1, #ldige
(bR S AR M S A 3 5 | S A R R R R SRR TR L S N, AT IS R, 375 R A P A
MANAE, S84 Bt N, N5 EBV M2 HPS [11]. #ERiE, EBV AH5¢ HPS &k T AFE[11],
WMEZ EBV Mk HPS Z W FJLE, MAKRFBIRIEA[12]. fEIfR TAE 7 Z R mx g timsh it EBV
J&Y¢(chronic active Epstein-Barr virus infection, CAEBV) ki, CAEBV il N EBV #5¢ HPS 7] fE
[13].

IR IRN A REEEA LR H A 1) T3 EBV A5 HPS & RATER YLK ILE, BEEARER
AR, HAIEREFERPEIRFUALE, AR, KWV &S Wbs ) AR D, IRK—i 5
BRI R R A S ARME[14] . 2) TESFIZSALI HPS B Z4fE EBV & tin] 2 53+,
Fr AT EBV A2 HPS 12 Wt H i 7E3# & HPS-2004 12 Wibs ik [15] ALt [, 75 ZAM i F EBV-DNA,
AR H S5 BEE5 R A HH EBER BHE.

EBV-HLH ZWits#ER: 7 #F4 HLH-2004 2 Wik [15], 1 BASI AL EB R #fE4MNAE sidH A
£ EB T EEmAL 1)/ DNAL AR F1—J7 H A1 E G EB 735 M4 DNA &, 5 —HHfE
HLH-2004 2 WibriE[15] Bk #, G, Mgt /b . IRAF4E 8 A foRE . Sk de B IfsE 5 2%, DA%
FE2 W N EBV-HLH.

HPS JifE it b, B& Gy, Wz, JET-REm[16]. Parikh ZE[17]1HIE A HPS [ 9 A1 4 17
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Wi 2104 H, 42 NHAAFRN 34%, 2022 4 (gAML LE S AEI2 6 & KAL) [814 W4 A,
U4 HPS-1994 [18]. HPS-2004H [19]7 % . WANG %[20]#F 7NN, VP-16. fRRiAZ RILE . K
1A BEE B FR JE AL T (L-DEP) AT MEVA 1 EBV AH 2% HPS i35 Fh B2 R 1l 1K 82% . F£ F %5 [19]iA A EBV
FHIE HPS Y97 1 ik VP-16. HhZEKM A E = A BEALTT, LI S0 0 5 AL i 40 i A AE 2 7h
7 N HPS (945 052 —» AHN Z5[21)0F 78 & BIL, HPS B35 7K N EBV % 2 4 & 5 U5 A%, IMASHUKU
S22 N APUR B LR B AR YT I R O E RN IR . 5 R SR [23) AN R FH B UR S 25 . 16
NA VP-16 AT LA EBV AXHLIE A B AL T BT g [24]. A SCHRHEFF (6 FH R % & 51697 EBV
7S HPS [25], 2022 fEREIMANLE G AE 26 B L R AR, F8HE X SRR EBV #HC HPS A 25
B Rk R T ER S PUREEIR YT -

1M EBV-HLH 4 FHURERAYT I 0 B3 mR3R 75 [2] [3], H H AT sk Z A stk 7%, K24
HLH B TERS I A P 4 BRER,  FAZS T 5 2 BR A 1 B0 7 o A% o] e ml 0 o I A s hEIR, 2R
WERARTT, LMUIT R, G sa BEHUIATR T K R B RIS TR AE, DA A 1 s VR T
TiiEE, RHLARE SCRFAT -

SE K
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