182

9 ES

WRLAMEEIEAGE 2025 4 31 E A2

H 7 37 58 U TR A4 JB% e 175 7% Wi 1T 4 i 2551k

1 3 3CHk 52 >

PR BEE A

Ve K S R B S IR B R R i oA 44k K 43003057 RO K A s B PRI K

EF %, & # M 450000

KEIF HhmlsEAAE; BRI RKAR; FTHE
hES%ES RS57'.4 XkFRIRAS D DOl

W 1ML 48 9 23 & 1iF ( hemophagocytic syndrome , HPS) |, SLFK
S W L £00 O 94K L 2 2200 M0 1 22 4 (hemophagoeytic lympho-
histiocytosis , HLH) , J& 1 TS5 55 DI RE 57 4 B0tk L 4n i
AR A U 0 B T W 20 L S5 5 VAT AL 4300 Rk 48
0 PR 1 — ool B R SV £ B AE o AR A L PR AN [
HLH 434 5 YEfngs Kt TR &M HLH & 0L T L, 5 7
A PR R B 7 FE R 2E vl R AR T . ZEMLAR A, R (XL
D AR T o R IR DU DAy ek 1 FILH B 9 2 T 10 2 2455
FH N L ASCHRGE 1R RS 2 HLH-94 J5 5830097 IR A
R HLH 2 4 1 i A s IR f 3 a2 6 TR 4 — AR )
Fi AR (metagenomics next generation sequencing, mNGS) 7¢ 4 &
AP AT SRR A, A2 T 2V R &
Je K FERIAMAST JE IR 5 0% BV 4 A LR K.

BEAL 44 %, HEINER L AR F 2024 45 J 30
HABE. £# 14 A e SR i ek A, B ikl
39C  Hkw: WK O 2 7, TEIE R, To R %R, TE
i) MdR , T g RS, TC PR PR L BRI, TC B TR R e
I PR GREE, JER S DT IR A AIS . B2 TR B,
1L B LA AR 2. 56 x 107 /L, L ZLEE 11 58 g/, 1fil /MR
THECTL < 10° /L, I3 CT o] WLIRK , B B 40 a2 - R A:= 3T
I, AL A 2 B AR A s QA W B 2H ZUA M nT DL, - B R
YA - B BE A AR I R B B R
RNA A6 JE M85 RNA EB Jii ¢ DNA U200 5 DNA K
M HE TR 24 S B, R DL HG Al It~ A Ay o DURFE IR 1
(0.2 g biw) + H1ZEKH (10 mg qd) SLAREZHHAIT 1 . B
A RELAR W G, W TEAE S5 Bt . B B S 1JH
FHRUCH I A P B A M 2 P o A W T A U i, T LA
RIEIA T (0. 2 g biw) B HFEKAS (10 mg qd) IGI7— 8 J5 ) &
BRGNS . R S TR IR, TC I 2R SR AH OC K
s, 1A AR A BFAME L S (AT ) o RS R A T
37.5°C,P 85 ¥X/min, R 20 ¥X/min, BP 77/46 mmHg, #f 3%
REAERIEE TS, &5 IR B Y, TR B, kR

10. 11768/ nkjwzzzz20250218

WREEETEMh R, U, A Fa b, HOIRBRAS K . B 7 JE i
US55 35 , oA T S TR 7 o0 € 85 Y/min, T 57, %
RS2 X R ) B A 2 5 o JF- 6, T e 9 B I ki
SERERD T AT fil e, 29 3 em , SIZEF 1 om, BT, RIGH,
NGEESE, JCR, ERD R AT fik K2, 24 2 em, BT SRR, SR E
AR, B X TE 98 , NS IE 3, SO TRk i, I i
TR IT BRGETE R o BB A i R T4 0. 59 x
107/, Hr 4 R 41 i 94. 9% , bk L 41 L 3. 4% , 1fiL 21 4 11
61 ¢/L, i /MR T %L 24 x 10°/L 1 A= Ak 79 %0 IR % 2 g
82 U/L, RI T4 &M% mF111 U/L, SHZ2£109. 1 wmol/L,
EHERHLTE 85 pmol/L, [Al 4 AHLT 2 24. 1 wmol/L, Bifi 1 5 2
211 U/L, y-2 S Wt iRRF176 U/L, FLR i A fiio45 U/L, IR
% 18. 8 mmol/L, L 162 wmol/L, eGFR ( 3& F CKD-EPI J5
#) 33mL/(min - 1.73m?) o Il A AR 5. 80 5. 11 mmol/L, 4l
127.1 mmol/L, & 91. 8 mmol/L, 45 2. 08 mmol/L, H il =T
2.81 mmol/L, & % )& 1§ & 11 0 [# BE 0. 73 mmol/L, ¥ Il 2h
fig: D- " RAKE i >21. 00 pwg/mL, BEILAGIEIS ] 14. 6 s, 1k
BRI BEMLTG AN ] 66 s, ST AEEE )54 o/ Lo JOAESRAR 8 C 2
iR [ 208.9 mg/ L, 4452 JFi4. 240 ng/mL, 27 118 928. 8 pg/L,
F4 % (interleukin, IL)-18 19. 2 pg/mL, IL-2R > 7500 U/mL,
T1L-6 1 383.00 pg/ml,1L-8 369. 0 pg/mL,IL-10 31.5 pg/mL, TNF-«
382.0 pe/mL, H %k 7347 (natural killer, NK) 2 g 1514 15. 46%
(IE#AE=15.11% ) , ATk CD25 153.33 pg/mL ( BA4E A IE
HAH <60 pg/mL) ., I J5 270 2 - EB i . FL4H il 2 DNA,
2 O BB B HT BT B RNA, S5 A2 T 20 i Bt
SR (T-SPOT. TB) , HB LGt 5B DNA, il 35 5% 1 R B 5
RIRAE R 5 s IE T 2 AL Z B4 (positron e-
mission tomography-computed tomography , PET-CT) 7~ 4> £ £ 4b
H AR MR R ORI o, A TR ALK ULt
[T R 7R K e RS ARG 5 B B A B o B X 0 2 R L S A
P XU R RO R AR DG HLH R . AR fS T LK
FEIHH (100mgdl ~d2) + i ZEARAR (10mgqd) + P Al 5 e

K AR B AT T A BAIE R G FA R AL ® LR B (Y-SYBLD2022MS-0055)
BAEME# A8 E-mail . zmzk@ sina. com, 3 Jb H KX AHF o R fE54 KiE 1095 5



WRFRSEEAEAGE 2025 48 531 % 2

(10 mg bid) MAYURYIEIT (LT + BREBRAL) . BE K
BAEABES 2 RIEZEIEHR,C RV EALFEATHRAZ, A
Bea s 3 K AME I mNGS $7%: H AR 37 78 AR K 1, 7 51 5L
67, HHXTERE 18.8% , JHI&LIAIT H AL VIIFE (0.2 gbid) +
P2 (10 mg bid) + HIZEKHA (10 mg qd) , B 15 R AE
S S B oh B e PR G I s, L 1, B R 4ksE 0
MR e —A~H (10 mg bid) , A WAHE T R AE . BT 4 4
A HLH JC& %, g SR 2 1E 5 7K F

404

—u— {kifi
" A\
\
[9)
=38
*
o\ /\
\Vnh Ll =
. S ®
0 10 15 0
INES 4

Ahm Erl(g/E)

—=— [
—— IR
—A— M4

4 < 10%/L)

10000 4

—=— PREE

t - 1l6
8000 4
60004 V\/
40004 \
"
2000 4 \

0+

R E (ug/l)
TL-6(pg/mL)

UM (U/L)
eGFR(ml/min/1.73m?)

0 5 10 5 ! ()

ABER
A1 MAE(EDR)EHE(E 19 R)ERBEERERFHA
T, (@ RiE;®aaf. maka /MRG0 4% 8 &
IL-6; D% 2 8 & BN kR %)

183

FHE R AR HLH R s Wi,
BT RATI B 40 f 26 [ B iy HLH-94 J7 583497
J , HLH G A3 LAF . SRT, B TE 1 G HR kR . A
BEJ , it o I B A . F R AE A HLH 6 W1 6612 I bR
W, BT L3 HLH-2004 12 W7 bR o, 7S % 2 & 34K
AR I B T AR W R | I3 R 1 T L T VA
CD25 T o H it = 8 1 0/ A 2T 48 25 11 JE L6  NK 4
i P R ARG 5 e 8 35 R B RT6 I e Ak, At A i
i WF T HA HLH 3740 245 L8 T 76 BT rho o3k
9 NK 20 J % P AR P CD25 Kl g A T K14 R
LS —FBR LATAR HLH (97T etk . A IRIRE 23 HLH
TS WTEL 25 SR T (E G5t = 4 S s PR AL 4 o IR 21 %
I AR B 11 LA ARG 0 L3 D= 3 A 7L M e i R 26
AHER T T AT R AR P R

HisE HLH 2WT5 , 3 T 8% &R 4RI 6 HLH 5
Fo 1A HRTEFAME L 8, % fe 4k % Pk HLH 7] EbE k. 4
T A R 2, M B B R 4 M2  PET-CT Sl R 11
FMA % 1 BTG A2 S Rt K X S A G HLH Bk
B, ZETAE T SBdk kb HUH (9% WU EAS | B A7 55k G
FESME I mNGS g g o

H AR 37 58 Y AR 2 7 8 U AR v (1 — o 22 R B
AW PN A0 B, T S R T AR SRR . A R A R ST
VR ERAA B S SR AR, PR R 0 T e AR 46 2 PR T -
Lo JL-6 FI IL-8 LIZEAEgR1G Gy N i T 4, i T
40 i P 5 I 240 i 2 — A BRI TL-18 1 TNF 12 8 i % 38 378
PRSI, SR, 32 50U FC A 2346 P9 Bz 40 I T, 75 L A
B TE N Bz AN S AE3G R R0 L DRI, 200 i P G 3 R 1 S
TR O] RE 2 S B0 46 T T HR s Be il T 00988 S I
TEAE IR HILH 25 7K 57 I 240 i 3805 5 800 1l 14 J5
B SRR S S HLH (0 R AL % R 5 AT A8, ST
WG R AR FEE T Ik LA M A NK 40 0 3k
TIRA R AR, 7T RE A i B A b R 2 R %
5 L) K W e e 35 14 B AR ST 5 U EC AR e ) Il
PRASAE., M 750 F £ 0 2 30 A v o B #5009 11 5 2 % Jod Bl 3
WIS 1E R R, B R A 0L
23], CARIEAY F A S S G A e 4k % HLH 3t 2 f3i], 2
RAETHA, —010 3 A L%, 5% —Fk 71 % #4414
PE1OT 2 051 H A P A B A R S B T L R Ak
AR AR I8 P BE 95 10 4 B R R R R B W H Sk
IR R REE (AT SR, JE TR T RIEHR &,
2SR B LA ROWE Bz BRI 22 367 I BE T MG R ILAR AN R vk
I PRI . A0 42 % HLH 5 (91 76 5 R B 4 1, e £ ) 22
PUFR 2T 575 S DR 2% LA ROWE Bz a8l 22 42 o S 0 S 4, SR e
A IR R AT 1 8 S B

JRAE N HLH 4 AR EAG G T7 7 58, MRFT I HF 16 A Hb 28
KA HLH-94 J5 % & JL# 5 % v HLH B 7 kil % F
JRAE A HLH, i1 F & HL R [, © — 71407 #) HLH-94 J7 %
IR S P [ AT R AT T R



184

Xf AR Ak R HLH G A A7 T 0% , Horh 40. 5% (83 fi)
H126.56% (17 49 Jy YA G HLH! 0 ieah, 3¢ 45 4
IHESUARBIR S A B4 B 12 BT RS B A

o BB R AE N — FP k£ Janus 4 % (Janus kinase,

JAK) S5, EZ T BE L e Al PR 21 40 f 1S 208 Fig

HYIUE . BRI JAK-5 5 1% 5 A0 Sfns 2 1

('signal transducers and activators of transcription, STAT) {5518

B P JAK 5P 45 HLH AH 5G40 8 D7 AR B A PR 3238 F

I A AAE HLH 37 Tl 2 098 . Ahmed' ™) 1 YR i

TR JE T AR R A HLH — 23877 W BE P IR R

W, Ho 1 G OC HLH, 72 AZLRY S f18 5 v, I

PRAEAR e HLH FH OGS 56 28 48 bR e ™l 5 Je i 189 B

BRI , R AR 2 T A L A ) pAY TR REL BT HLH 3 J

AR SO BT FH P i] R JE IR A 2 K W58 B AR IR R 2 1 M

SACFER B o (YA 5C HLH H, 7 n] 5 e 9 fi 1

FHARAGE , (45 EB i 25 . 5 A 7 T 90 75 IR 2 i

RUEARTEE , A% 03 BOF I, UK, SR Je SRR AT

JESF R85 2 e G T R T s — M A

R AR B T, t TARFEIA T B A M 2RV T, o m R e AR

N — LA IR NI AW R o 3R e S A BR A 1 B

1200 A 5 A AR AT I £ b SR AT O A

WA R, 5 AR SO ) — B, 7R SR A S RO

T AR B e, AT R JE A Y 11 56

2.5 ~20 mg bid, PAFFLERS [ 1A (FEH 19 K ~3 4

H) o REBUBELMAFAIE BRI AT OISR RS

AR, AR AR 2 TE Y ORIl kst A5 I ML 5

FR254), M58 ARAEFE BT KPR R AL KR B R 2 0

Ko ANRRZD , BRI il 2 st DA 2 B

2 LR IAR , A T A A ik A DR ER U HG R R R D

PR X T RAE N HLH 290 2 OCHE 2. T BR i & 1 = 0

P JAE N 5 WU IR T N4k A HLH 9 5C8E . ™ nl 3%

JE T RE A AR A ™ HLH PR R — R R0R J7 1L 4%,

R R R AR BRI Al PR BE— 25 Iim PAGIE S

5 % X #

1 Ramos-Casals M, Brito-Zeron P, Lopez-Guillermo A, et al. Adult hae-
mophagocytic syndrome[ J]. Lancet,2014,383(9927) :1503-1516.

2 Henter JI,Horne A, Arico M, et al. HLH-2004 ; diagnostic and thera-
peutic guidelines for hemophagocytic lymphohistiocytosis [ J]. Pediatr
Blood Cancer,2007 ,48(2) :124-131.

3 Fardet L, Galicier L, Lambotte O, et al. Development and validation of
the HScore, a score for the diagnosis of reactive hemophagocytic syn-
drome[ J]. Arthritis Rheumatol ;2014 ,66(9) :2613-2620.

4  La Rosée P,Horne A, Hines M, et al. Recommendations for the man-
agement of hemophagocytic lymphohistiocytosis in adults [ J]. Blood,
2019,133(23) :2465-2477.

5 OME, K Z,E. 61 Bl e tn B S A AR S R TG Hoh A &
[J]. A& B &5 4 &,2023,29(5) :406-408.

6 Walker DH, Ismail N. Emerging and re-emerging rickettsioses: endo-

thelial cell infection and early disease events[ J]. Nat Rev Microbiol,

10

12

13

14

15

16

17

18

19

20

21

22

WRLAMEEIEAGE 2025 4 31 E A2
2008,6(5) :375-386.
Al-Samkari H, Berliner N. Hemophagocytic lymphohistiocytosis[ J ].
Annu Rev Pathol ,2018,13:27-49.
) EAy, FAE B A & RABA SR s A4 1 HARELT]. A
# & E A & ,2024,30(3) :278-279.
Otsuki S,Iwamoto S, Azuma E, et al. Hemophagocytic lymphohistiocy-
tosis due to rickettsia japonica in a 3-month-old infant [ J]. J Pediatr
Hematol Oncol ,2015,37(8) :627-628.
Kaneko M,Ishimaru N, Nakajima T, et al. Japanese spotted fever with
hemophagocytic lymphohistiocytosis [ J]. Intern Med, 2020,59 (3) :
445-451.
Zhou M, Li L,Zhang Q, et al. Clinical features and outcomes in sec-
ondary adult hemophagocytic lymphohistiocytosis [ J]. QJM, 2018,
111(1):23-31.
Apodaca E, Rodriguez-Rodriguez S, Tuna-Aguilar EJ, et al. Prognostic
factors and outcomes in adults with secondary hemophagocytic lym-
phohistiocytosis: a single-center experience [ J]. Clin Lymphoma My-
eloma Leuk,2018,18(10) :e373-e380.
Ahmed A, Merrill SA, Alsawah F, et al. Ruxolitinib in adult patients
with secondary haemophagocytic lymphohistiocytosis: an open-label,
single-centre , pilot trial [ J]. Lancet Haematol,2019,6 (12) ; e630-
e637.
Liu X, Zhu X,Zhou X, et al. Case report : ruxolitinib as first-line ther-
apy for secondary hemophagocytic lymphohistiocytosis in patients with
AIDS [J]. Front Immunol ,2022,13;1012643.
Meng G,Wang J,Wang Y, et al. Successful treatment of cytomegalov-
irus-induced hemophagocytic lymphohistiocytosis with ruxolitinib as a
first-line treatment [ J]. Infect Dis Now,2021,51(3) :311-313.
Jianguo L, Zhixuan Z,Rong L, et al. Ruxolitinib in alleviating the cy-
tokine storm of hemophagocytic lymphohistiocytosis [ J]. Pediatrics,
2020,146(2) :€20191301.
Li J,Wu Q,Guo X, et al. Salvage treatment of ruxolitinib for refractory
adenovirus-associated hemophagocytic syndrome post-haploidentical
allogeneic stem cell transplantation; a case report[ J]. Transl Pediatr,
2024,13(6) :994-1000.
Meazza Prina M, Martini F, Bracchi F, et al. Hemophagocytic syn-
drome secondary to SARS-Cov-2 infection; a case report [ J]. BMC
Infect Dis,2021,21(1) :811.
Hansen S, Alduaij W, Biggs CM, et al. Ruxolitinib as adjunctive thera-
py for secondary hemophagocytic lymphohistiocytosis: A case series
[J]. Eur J Haematol ,2021,106(5) :654-661.
Zandvakili T, Conboy CB, Ayed AO, et al. Ruxolitinib as first-line
treatment in secondary hemophagocytic lymphohistiocytosis: A second
experience [ J]. Am J Hematol ,2018,93(5) :E123-E125.
Fuchs A, Orth HM, Germing U, et al. Falciparum malaria-induced
secondary hemophagocytic lymphohistiocytosis successfully treated
with ruxolitinib [J]. Int J Infect Dis,2020,100:382-385.
Cui T,Wang J, Wang Z. The Treatment based on ruxolitinib and am-
photericin B is effective for relapsed leishmaniasis-related hemophago-
cytic lymphohistiocytosis: a case report and literature review [ J]. In-
fect Drug Resist,2022,15:6625-6629.

(2024-11-20 ¥ A5 2024-12-10 #w=1)



