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[ Abstract] Objective To analyze the clinical features of patients with autoimmune associated hemoph-
agocytic lymphohistiocytosis ( AAHLH). Methods To collect and collate the basic diseases, co-infection,
clinical, laboratory examination, treatment, and prognosis of diseases of 16 patients with AAHLH. Results

The basic diseases include systemic lupus erythematosus (SLE) (n=7), rheumatoid arthritis (RA) (n=1),
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SLE complicated with RA (n=1), primary Sjogren’s syndrome (n=1), dermatomyositis (n=1) , undifferenti-
ated connective tissue disease (n=15). Some patients combined with infection at the same time, including; 4
cases of viral infection, 3 cases of bacterial infection, 7 cases of mixed infection, the infection site was mainly
in the lungs. Clinical manifestations; high fever (100% ), hepatomegaly (18.8% ), splenomegaly (68.8%),
lymphadenopathy ( 75% ), skin rashes ( 62.5%), and arthritis ( 68.8% ) and also 3 patients with
disseminated intravascular coagulation (DIC) (18.8%). Laboratory tests showed : hematopenia (100% ), he-
patic insufficiency (87.5% ), hypertriglyceridemia (100% ), hypofibrinogenemia (43.8% ), serumferritin >
500 pg/L (100%), soluble CD25 (sCD25) =2 400 U/ml (75%), and NK cell activity decreased
(100% ) . Bone marrow examination showed the phagocytosis of mature mononuclear macrophages, accounting
for 56.3%. After active anti-infection, treatment of primary disease and treatment with human immunoglobulin,

glucocorticoid and immunosuppressive agents, 12 patients survived, 3 patients died after their condition deterio-

rated and 1 patient died in hospital. Conclusions AAHLH has a variety of clinical manifestations, is prone to

co-infection, and has a high fatality rate. High sCD25 level may be a prognostic factor for AAHLH.
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cytic lymphohistiocytosis, HLH) SCFRLE i 40 ffl 25 &
i (hemophagocytie syndrome, HPS), f&H H#%E
U 1) S N i R [ i e R A e o 1) IS I
W, SEU™E L EEAR RS R
AP HLH 230 5 % VE HLH Figk % vk HLH 3R,
JER M HLH 22 P A7 P e 10 (R sl e 0 R o e gt
B3, ZHE 2 Bk, EWFER; 46& 1 HLH 7]
I TAEMAE R B, AT Mo, 5%, A5
FBEVELIR A SRS 551 % . AAHLH JRFR F A
M3 1k 28 & 1E  ( macrophage activation syndrome,
MAS) VER—RREaRIE R, ol PR B K s 5
2SR HLH A7 fr 22 5% 4R mixt AAHLH AT,
XFAEL 2016 4F 1 H 2 2018 4 8 H I K2 16 11
AAHLH F835 s PRYORLIEA T [ B2t

1 X&57F%

1.1 X%

AR IFHEH 2016 4 1 H 2 2018 4% 8 H7EHE K
BB B 5 — 1= e XU 4 5 B B T 12 W
AAHLH 5 16 ], BEHTS A & etk
W, HIIFFG 2004 4F [ B2 2040 il 2% 2 i 1
HLH iZWikRiE . 24 LT 8 S48kt 5 48D
A2 HLH. (1) &#. F5Z>7d, SEikiE>
38.5C; (2) MK (MF=3cm); (3) M4
Wb S 2 583 R AME 40 H AR BB 1 g
WA EL (ML <90 g/L, sPHERi4nig<1. 0x
10°/L, IM/IMi<100x10°/L); (4) & = Bt H i

JEFN (E0) AREF4EE R AE . A5 RS I mE
=3 mmol/L, F4EEHKE<1.5g/L; (5) &
T L ML A B 2 v R Ll R 4R T TG R AR IR 4
(6) NK 4iffiisPEFERatst = (MR8 LS5 = 18
FR); (7) BREH =500 pe/L; (8) sCD25 &,
1.2 HEKsE

16 BBFERRGA ML, PG, BIhRE, I
fig. #EIM D AE, MK D-— SRR, 20 40 i Ui B R
(erythrocyte sedimentation rate, ESR) . C & i & F
(¢ reactive protein, CRP) . FEEGZEJF | FLAR MG S
BREEE . sCD25, HAUMEAZE (interleukin, IL) -6,
IL-8, IL-10, M YR FE [ F o (tumour necrosises
factor, TNF), I, # B 45, W F Epstein-Barr
(EB) JHBE-DNA, WEREAZAI BT i 58 SO R4
L Q BSL SR HUIR | Il R AT AARBUR . AR B
Puik, WEGE A K AR DU HY AL R R B AA
CHVRIBGRRE DR . RO BE DI, A0/)Vie B
B19 IgM, E40ff057s: [gM, HE40M0G7-DNA, Azl
KIEINEE 1gM, WUZHGEE IgM, I8 Biifd 1gM, Il
v RERSR; RUESERAR S PURPUR, Hin]
PR BT (extractable nuclear antigen, ENA)
PR, POXEE DNA Boik, Bisisiid, PLABRER
W, BRI, #MA C3, C4, BRUBHT, BT
WA KBTI, PimEAbUAR, 8 Ry,
MEEBRABE CT, M CT, IR, BhEdps .
BREIGK, 2 WIHREAT NK 400G TS A . ARG R
FETAG O MAEIEH SICT -4, X Al BB S e 5/ (1)
SIS E KA HATR



FRAR Ik PR S B AR 285 B i 2% ks

2019 4E 2 A% 13 %55 1 8] Chin J Allergy Clin Immunol, February 2019, Vol.13. No 1 13

1.3 Sit=zamE

N RSB PEG s, Siit 16 1 3 A Al
PR . FERBRILEDL . IR . IRYT U TENL, AR
1R FAECE B g R il SR bR . LR E KA
SR F RS B DU A B0 TR L 432 R
YRR, TG IRZ J EB 9 7 B 5 A ke (4
Feor 7ok R 7 ke 36 (B FE AR i <40, HICR A
Fisher KiffifG 50 ) , MAMEET 0 i, REUAE—
SACEARE N 0. 5 B IEITE,

2 #R

— iR fE R R IR R I

16 A EM: 2 4], Lok 14 6], 4F#E 15~
77 %, FHAER (41.38+16.573) %, FERLER .
SLE 7 i, M 5 5 5s 5 s ( SLEDAL 343

2.1

KF448); RA1#I; SLE 3% RA 1 i, SLE %%
BESy; pSS 14, DM 1 fl; UCTD 5 i, ¥4k
HIZWr AAHLH [ i 5 JR G, A0 45 93 A7 I 4t 4

i, ARG 3 ), ARG 7 B, JRYLERAL LI
RE (1),

16 FlEFIMKRRIEZHE (K1), HANFER
JERA (100%), Hrhm#di 81.3%; MAR N &
REW R 28R, BRI NHFMK (3/16, 18.8%) .

bk (11716, 68.8%) . kL
75%); K9 10 B (62.5%),
(68.8%), J & DIC3 I (18.8%) (F1),
FE 9 BllaES CT o] WA RIE (56.3%)
2.2 XWERE

16 1l 56 2 35 A [8] #2 B2 19 I 240 it o 20
182 (58.5, 103) g/L, H4IjE 2. 05><109/L

iR (12716,
xR 11 )
16 1

F1 16 4 AAHLH BF G IREFE | 1697 XI5
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(67.75, 199.5) U/L, vy-4% & Bt 3% % 71.5
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Table 2 Comparison of laboratory tests between the survival group and the death group [n (%) ]

W) CRP>95 mg/L BRI =1500 pg/L sCD25>7 500 U/ml  BEEEMEEIMME  TG=3 mmol/L EB 95 B
4 6 (50) 11 (92) 1(8) 6 (50) 7 (58) 7 (58)
FET-4H 4 (100) 4 (100) 3 (75) 3 (75) 1 (25) 1 (25)
P{a 0. 187 0. 681 0. 027 0.392 0. 285 0. 285

CRP. C I EF; sCD25. Witk €D25; TG, Hih =M
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FZWL4E . Hb<80 g/L. CRP>50 mg/L #2757 R
SRR AR REA D, (HARYE A ST
d, sCD25 /KT i B E T BEAE TR AL .

FI B G 28 P 00 R0 AR R A 4 i 24 ik
A BRAEZA HLH G R FEEE, P I R R B
WoaES, HiEfRZHRIEE, ERR TAETEA
B M R IR A | IR . R
P45 R Bk, RS HLH B & 42, B i) 0 A
HLH G SERG = e br, WAL AR, & A
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