%51 % 5 3 HOM R ¥ ¥ M (B ¥ M) Vol.51 No. 3
790 20254 5 H Journal of Jilin University (Medicine Edition) May 2025

[XXEHE] 1671-587X(2025)03-0790-07 DOI:10. 13481/j. 1671-587X. 20250325

BMASBRFRERFRERBSERFLEMMBRELSSIE 16 HRER
XHEE ]

@A, EAHEEL A KL ERRL, £ !
(1. HFARRZEE BN S A EAEEF, Hk KE 1300225 2. FHRKRZE ZEEREHES E2AF,
HAR KF 130022)

[ ZE] BAWSRIE (AOSD) JE—FD WM A & RIEMSG, DA, BE . LWe. TR
TRV T 85 J A L & T ot 1 00 4 R v A 0 L L 0B 3 R S R BRI . AR SCHEE AT T 1 AOSD
PR PEIR LS %6 (DL) JERMIMAIIE L S AE (HPS) B i Gl voRl, B 76 48 &5 I R S A %) ik 2
RO RAE WA, B, Lk, 48%, LIRMIBIRIMAELIZ 15 d AR, BURPUERYIAYT 10 dAERIC K
e, HmEH . KT HERKRA FTME KM, POBCCT ML N, MR . SC5e = A2 vl I 1 41
MO L N B AR 2T A AR RIS T R AR T R R T A0 3 2 2 1R sCD25
AKOF T, AT RS P25 TR AR B2 W DL HEBR H AW GRS . WER2 Wi AOSD £ DL Jf & HPS.
LW HPS J& 37 RIS T W6 it 40 6 1 ok B 240 20 40 i 3 220 (HILH)-1994 J5 RER G % [ B 2B y7, 64
Ja BRI e . AOSD M2 Wi 7E 01 & HPS % 0F RIE R L b B 4%, W8 ANs 52w, il
HEBR MR ELRE . AOSD £ DL (s 1 25 WL, Hos DA & s Bl o T TR ARIE TS, 30138 W7 A 22 22 ) 45 A ot
TR ETG 2 LEE.,

[RgiA]  MAERME; MRtk R, Wil A & &% ek
[HMES%ES]  R593.2; R551.2 [X#kFRE/L] B

Adult-onset Still’s disease with dermatopathic lymphadenitis
complicated with hemophagocytic syndrome: A case report and
literature review
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ABSTRACT Adult-onset Still’s disease (AOSD) is a rare autoinflammatory disease characterized by
fever, rash, arthritis, liver, spleen and lymph node enlargement, increased total number of peripheral white

blood cells and neutrophil ratio. This paper reported a case of AOSD with dermal lymphadenitis (DL.)
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complicated with hemophagocytic syndrome (HPS) , in order to improve the clinicians’ understanding for
this complicated complication. The patient was a 48-year-old female who was admitted to the hospital with
the complant of “intermittent fever with rash for 15 d”. After 10 d of active anti-infection treatment, the
symptoms were not improved, and there were new large congestive edematous erythema on the face and
trunk, muscle pain in limbs and joints, and spleen enlargement. Laboratory tests showed increased white
blood cell count, significantly decreased platelet count, hypofibrinogenemia, elevated serum ferritin, and
elevated soluble interleukin-2 receptor sCD25; DL was pathologically diagnosed by axillary lymph node
biopsy. After excluding other diseases, the diagnosis was confirmed as AOSD with DL complicated with
HPS. After diagnosis of HPS, the patient was treated with hemophagocytic lymphohistiocytosis (HLH) -
1994 regimen combined with rucotinib for 6 weeks, and the symptoms were improved; the patrent was
discharged. The diagnosis of AOSD is particularly complex when complicated with the complications such
as HPS, which requires carefully differential diagnosis, especially to exclude lymphoma. The cases of
AOSD with DL are rare, and its etiology and pathogenesis need further study; early diagnosis and
multidisciplinary collaboration are essential to improve the patient’s prognosis.

KEYWORDS Adult-onset Still” s disease; Dermatopathic lymphadenitis; Hemophagocytic syndrome;
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AN B 3 R 96 (adult-onset Still” s disease,
AOSD) JE—F LRI . B o SC R aS5E T |
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Wl 4 B 1 B SRE RSN . AOSD B EF HilA R
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A B0 I R 3% Bk R AR AL, JC LA I & HPS
W, 12 W s B PO, Tk B A R Y AOSD
B, OISR RS2 B TR, A
T Bk R A TTORE MR B MR R B &5 R
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TR HE Y, X AOSD £ DL Jf & HPS
BISCHRIEFT R RS, AR SCEHE R BE 24F R
WE ARG SE il o A ST ARGE 14 AOSD
P DL I & HPS & 19 I R 55k, JF 457 S0k &
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Z S RHE 2 W NG IT AOSD K AH 3G I & 4E Hh
B B

1 RAR
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H G Z i, 54 Harc 5 ik i .

1.2 ABRE/&KR KH36.5°C, Bkil112 min™', #F
W 16 min~™', I JE 107/67 mmHg. 45 i ik & & s
JCE Y, MOREHR . W T WECE RS AT BE (& 1),
KO HTE, YR AR . ST RIRUCT R BR T
T o A O S fik B AR ZE R, AR GR
AN, TEED, JCHERR, TEShEE R GO UE i A
KULSEH o TCRATGIE , TCIK i BK A .
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Fig. 1 Morphology of abdominal skin of patient with

AOSD with DL complicated with HPS
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1.3 £BE£FE ARLREKRA, MFEMR: B
20 M S % 10.0X 107 LY, Pk 40 i i % 7. 45X
10" LY o JULRE . FLRR SR 497 U-L Y5 BEif 2h
BE: 4B R4 44 L, D-—HIK1. 04 g L7
M0 35 mm-h™'s WH C /W HEH 17.40 mg-L
M ERE 1607, 77 pg-L "5 MRbR &Y . KXAE
T AN R ekE m . KGR =30, Si st ik
(antinuclear antibody, ANA) i . Il R 4 & FK
JE 22 — AR F # R (next generation sequencing,
NGS) il 45 5 ¥ Ry B4 .

1.4 G Faz ORIk EZ R
(2022-11-04) : HUAR R Zc WF- 25595, 7o SUAE 22 %2 ik
Bk, DR B (2022-11-04): Z2 %= &5k
AE wWB o MR E BOHL W 2 S A (computed
tomography, CT) (2022-11-08): #7fifi b2 Bt .
I 2 R KA, AN RAE, A Ertg
BOEG AL, A O et ) e LV A0 e 5 ) IR A 1 JRE
XU R o b L8 48 86 R o g I e g A K L TR %
GE P AT IE L T R B R HLIET 2 B & (positron
emission tomography-computed tomography,
PET-CT) fafr J W% M. PET-CT(2022-11-10) :
@O XA EFER R b XU E . 2R L
AR WUBR 55 . 1) (e BRI RS L OSUM S i
55 KU ZERE U R I ) R SUA - UL PR ] A 2
ZEFFAE CF- AR I A A B (fluorodeoxyglucose,
FDG) Ut Thw, HIEMk R e, gws s

HE kA . QMU R A FDG ARSI &, AN ERSE
JELFE R L9 . @4 B Z AL BT E FDG ARSI i
FIEM RIS, @Z N b SURES AL, UL
TERMER K. QUWEIN 4, MO L E RS
HREARIE SR ARG AR AETRER, AR
P B AIG o B B BEAS Ar 4fer: E RENG ARV R, kL
MR . LM R E AL RIS A, RLZ0 i AR
LA R 0] W B 4578 . PET-CT A 5 4278 A BR M itk
CLJR L A7 I A L2 5 0 A 0 — 25 B 12 R

1.5 ¥ Efsras VLW, EMGE;
FIEW I MR BT e T URYAYT
(BEPEYL AR 10d), BAREF RS s i, iR vl ik
39.2°C, WIHES . KB R R T K b R 2T B
T20224F 11 H 12 HE A MLH M, 7n /it £
IR (33.0X10°L Y5 AFEhRESEH ; WEREA
M TOU-L ', REARAIEEHH 153 U-L ',
FA M 26.3 g L' BEMLIAE S0« BE Ll )52 e

16.2 s, 43 BE I 05 B 0 R 44.3 s, 24k AR
1.21g L', D-—HR{k44. 711 mg-L ' MIHFHKREA
K- Thi 2= 12 555. 94 mg- L' HEAA /Y (natural
killer, NK) ZHMiyEHEIES , rlEHEOHBRAN R 2%
A sCD25 /K FEFH i &£ 16 533 ng+ L', BFIFLE K
(PRI =>38.5°C, FFLehfm>7d). MK, ik
YRR R MAE o IV BR AR K TR . sCD25 K
TR, FF A HPS 2 Widr it 8 THE B v 1 535,
WO Wi HPS . 45 FHPUA 35, 45 7 W of 48 i 1 ok
(RSO A
lymphohistiocytosis, HLH) -1994 5 % (K 460 11
Bwo.1g, 1A 2Nk, %K &R
16 mg, f H LKEIKHEE) KA AR (K
10 mg, HH2®WHMR) K7, FEBSTHF (%
HEBREE 200 mg, B H LRFMKEE) . #E (R
FHim 40 mg, BH LIRFIKEE) . 0 (ST B
OB R AT 45 40 mg, A H VR FR Bk ) A0 i 45
X M HFIRIT

ik — 25 A2 W . SR 51 R HPS 9% I,
HIER BRI (EM=39 CIFFFLL 1AL LE) .
R 40 M %k =>=10.0x10° L H b e ke
a0 L >80% . WL EE MK . TR SR . 2K
WK AT ANA BIPE, 756 AOSD & 2 Wb
WE Yamaguchi bR ) d g ST AR E (M 2 R
BEARUE) , JFHERR R PR B S A R M
%8k AOSD,

it — L WERIZ W, HERR K 8 E 25 L AOSD
MBI, TABEAT IS R L 5T K . Wk e 25 H i
W - ARG TR Bt R TR X B A, DAL SN i AN T i
EL 40 5 A o (B 2A), Z5& s 4k
g B R, DL, i 4 414k o g (5 45
B CD68 (+) (K 2B), CD163 (+), S-100
(+) (K2C), CDhla (+) (E2D), CD207 (#k
H+), CD2 (J{+), CD3 (JB+), CDh4 (+),
CD5 (Jg+), CD8 (A& +), CD20 (Jm+),
CD21 (+), BX & EE K 5 (paired box gene-5,
PAX-5) (J&+), Ki-67 (40%~50%+), EBJ%
7% 9w % /N RNA  (Epstein-Barr virus-encoded small
RNA, EBER) JEfiZg ek 4 8 . Bt AT
B W, K R Ik C 45 s B B Ah ik AL TR 2R AR
SERWERP S, SR B AR e ke 2
TR R LR g T XA, BEROR, 40
RATER AR, T LN ZE h SRk A0 AT U 4

(hemophagocytic
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JHL L TR R R A A A TR Ak Y e BE A M AR A,
AR G DCZH U0 B I A A, B A A AT DL AR I
Wranp g A=, R kbR WG R TOE 5 ) BTl 45 4G 4k
S . AL R g R . CDT (+),
CD43 (+), BAIM#MEHE (B cell lymphoma,
Bel)-2 (4), Bel-6 (a5 +), o5 MR
43 (inducible costimulator, 1COS) (+),
I AET-Z 4K 1 (programmed death-1, PD-1) (/b

B

-+ ). PCR-T#E 4 MiHt )5z (T lymphocyte
receptor, TCR) A 8 HEAG I 25 2R . T ik 12 40 g
% & BB 3 [ (T lymphocyte beta-chain gene,
TCRB) A (—), TCRB B (—), TCRB C (—),
T bk CL 4 B 32 4k v 85 5L B (T lymphocyte gamma-
chain gene, TCRG) A (—), TCRG B (—). £

BEMW: DL,

el

C D

A:HE staining; B:CD68(+); C:S-100(+); D:CDla(+).
B2 AOSDHEDLIF& HPS BE BB MK EHLRELERA(A) MR ALLEREALER(B~D) (X40)

Fig. 2 Pathomorphology (A) and immunohistochemical staining results (B—D) of axillary lymph node tissue in

patient with AOSD with DL complicated with HPS ( <X40)

ZE b, B 2 UMK A B A AR — 8,
Wi DL, HEBR & VR B s . % % ) &
# Mt & F AOSD Ml DL ) HPS. 4k 4t % M
HLH-1994 75 R A A B JeiRIT, 1T1Z 7 RIG9T
25 B R PR BRI, R BIEIR, R
FEMR AR L S5 4 /0, i E R L T A RN EE 1 D) RE 3
WA, AR T B Wi s £ 0.1 g &4
TR, HZERMN B Wl = 2/ 4 mg. B H
LR ER, Pl e R A S, 4ksihyr 4 8
Jii HR A R AR 95 58 4 2R il 11 B
1.6 B # WmBE2HAR, BEFBRHBRE
POREAR ARG, &RMFELL 6d, IR m ik 38.9 °C,
BHEMAR, 5635 M KA W os 28 R
C RN R T &, HIREWE &,
BTWKEIR L0 mgEEH LIRILRIBIY 11d)E, &
TR B, IR TR, R A SE IR AR K
BIEH , BCAERRIEEM A 40 mg® H 1 IR HRIG
Jr, BAEEORMEE, T i, LS RUT &
A, BERNE R

2 i’

AOSD J&—Fh WL SREPER R, IR KM L
e, i@, R R .. EEMELE . e KR
MEZMMEZREY, ZHREEILTERA, HBUEE

W 4y A 43 0 o 15~25 % Fl 36~46 % ', AOSD &
RS2 WL, fcR HI2 Wi bR i & Y amaguchi
B Wibs e, s W R EOE R 96.3%, RS EN
98.2% , AR T HEBR IR | R B O b XU M
Wi ', HPS X Bk HLH, & — Fh 8 % vk sk 3515 1k
o R D) e SR R BN T R RE RN 2R A AE . X
e AT oy R I R M Ak v, Hob gk & HPS
PPk S L R T P R XU e M e A
F ol . HPS iy B RLE AR A 55 & A R0
iAW NN NS L i ND & 8 S R
0 a5 K6 A 8 DL I A0 M | AIRER A R R MAE .
I = R i RE AR B KO T . HLH-2004 2 Wi
PR R 2 W T R, HPS & AOSD & i
I RARE, REIEIT I HPS 83 th 7 4 17 15 ] A
2 A A ZHANG 48 T [ i 43 Hr 10 B
AOSD Jf & HPS & W I KRR IE MBS, 45R B
N IR HPSIAOSD B F il js 1 22, B RFRT
o B, KBS FIE I X T R AR A R A e At
R TR B EE,

AOSD Jf & HPS 1Y & 74 7212 Wr b i (19 3 %
HMES ALEG . DAOSD 5 HPS i IR & & H bk = 45
Sk, TSR XU A e R e R S
550 @QAOSD W2 WrZHE ey, S = 4 2k
FHGE AR, T — R A A HE R A S
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A He s WA 2 K, @ HPS (912 I 4 g T 0l 2 55
A I PR RS2 50 S A v L A D v A v L AT R
SEA ;. @AOSD FI HPS f49% BELER 4E A fiE 5 ik
EEL R AL, A T 4% 33 e R 6 3 A A5 ik ik
1550 s ©HPS 5 8t 1% 1 53R A9 P e 9% 98 5 T g
SEAX, WMNT W E S, IR ER L
gk &k HPS By %5 1. Bk, AOSD Jf & HPS
BHEMZWANRYT & TR 2R A 1E, I
L B HE R 012 W R RLEIR YT o

TR 24 1) AOSD 2 Wit B2 v, ik £ &85 1% G %
T HE B vk B JR3 Be HAth 96k 2 45 996 A5 A AR 12 HP'S i [
FXEE, KRR PET-CT K 45 548 /n 7 2k
— kA EF . AOSD Ay Itk B 45 i 3138 - R I R )
NP 38 A B8 1 A R M A RE L AR T SR I BE M
(R - S N O N N e By 0 (I T 0 Y b Nk
o0 A A T PR B A L s A SUAk 2R g RS T A B
F U0 R A i R B LR ) R A
Yamaguchi b5 E , B #0312 Wr b HPS, Jf il i itk
45 0% Ao HE B H A R, B 4812 AOSD £ DL
I % HPS.

DL & —Fft /b U 514 Jay F8 bk U 295 5 17 4 A= R 5 i
M Fx Pautrier-Woringer £ & fiF 1, Hopg # B LA &

JI JB0 2 9 B 9L TR 0 L AR 5 A R 2R BORE Y L A i
RRAE L G PR T2 23R I 4 B JC R 1 IR L 4 O
WL TR R BV X, AR R A R R R
B L R AR AR TUE S5 . WA DR E T
BRI T, DL R Ak Kk T 1 Rz Ik A M
BN A 2 S WA Wb B 45 b % X B2 JoR 7 T SR SR i
PR A BE RN, R R AR AR AR B B L ik
L 25 BE 527 45 & Sy RALE /R N2 I DL Y &
BRSO B R AR AL A B ST X GE . MR 4
GERRBEIR | RRAE P I BTIR G DX 3 A 4 SR S 40
JIEL R0 B R 5L S0 240 D B 2 A0 T A L B PR e )
CIURSR-ES il SN 7 Q- 1 TR D RV S
B JE A B AL 2 e o R0 T &5 SRl R R B S-100 &
H. WIEEA . CD6SFICDla i, i CKpan 1
I M T )5 (epithelial membrane antigen, EMA)
BIPE " ', HET DL AR IR YT %, IRY7 B A
X Tl B Ji o B & i X A Ak B
AN E R NRELRE R SR T PN k- < B N ik
UL, R BT DR A, IR Gk DXAT DL B A T 40
MBI, ARG, SRS 7 g R
53R /R S-100 (+), CDla (+). CD68 (+)

FICD163(+ ), 45 G0k s . i R MR AE , A] B
DLW, REZEEPET-CTHRALERLERE
R T G5 3G A AR S B R, (E R A A R
CL 450 J0 R WL = w40 2Lk % bR i CD30 1
EBER BA¥E, AZFFMEIR W . tL4h, DL IR
5 W TR R BUIAR U S0 400 i L 4 40 i 9 A o 5 g
WA . 52 DL B2 Wi T AOSD B2 Wi B A 4l
B

AOSD #f DL #9015 R 55 W, 4 BRAUA D8
iB . LEES ™ F 2007 4 HRIE T 1 1 2k e 2%
K2 WA DL AOSD 3%, K3 By Mk
A SRR . MORE KR REAL BT . RN
SERh R A D K S REAR . B2 M AOSD Je, B
ZTikIeM (1mg-kg ') BI7, 9daBEBRE KT
T B e, AR EEA (2mgkg ') A
7 A A RER U W, RAIBURI BE, L 1B
PVik Wi %, ELHAWARY % * Hl QURESHI %
W AE TR B, 350k e S5 TR AR 12 DL,
AR B EIRIT IR IR A . DL 01 B 3 [ 45 AiF £
R EEMREEMK . QRIS D)
AESH . SR A C RV & FKE TR, M2 K
P T ANA 38 5 o BV . o 3 i) f 3 38 3 B
WAL R WG AN 2 OGO . oA T HERR I
VB2 G0 0k P A A RT BE R B, BT R H
2T R R B T A

DL 38 # 518 1 B Bk 98 0 PR (A s 9 A
WRIEAE) AHOG, R R R 5 B R NS A Ik B
ghkak . AOSD J& —Fh 4 B M RIEE SR, DL
FE AOSD H 35 Y B AT BE 518 1k IR S A
5 H F i B W AOSD B8t T DL, —#%
KRBV S A2 44 1 S B i AL

HHl AOSD IR IT 38R 2 G ik Ty, e
HOLE SR AR SR PR ZRYT, AT RONE, R
P ATRE T R BB R KA PR (disease-
modifying anti-rheumatic drugs, DMARDs) J&J7 &
FIIE o 24 AOSD 35 1 B HPS iX — ™ 5 Jf & 4
B, YR 97 RS W AR AOSD iy && 6l |, R A
EF X HPS W36 97, 38 % ok FH HLH-2004 J57 %
ZOT F DARFCIAF . Mo FERMS R 46 2 19 3 03 7
o, RV N ESHRYT . RS AE, aT
il Y F ek 2 1 B A PUIARIA YT . DLGEH O H R
PIR Y, IRIT EEAXTREIRIT . A BEIRIT
& HPS, #i2 hdk & HPS 5, S HPER,
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PHREIR T R S

Zi Lprik, AOSD BEIGIRERIM M HwfE R
Fe, HizWr B —a Pk, Renl AR E
HPS % Jf & S i), 12 Wi i iF — 2B 3. ik,
AOSD FiE R 1Y 22 #F PE 220K Be AR JF 17 240 350y 28 012
Wi, JUH 5 ik ER A AR e X 4y . AOSD
DL 19 9% 1 % Ry 22 00, &b PR 42 2% 19 AOSD #5 fi]
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