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Abstract
Objective: To understand the occurrence and development of incomplete Kawasaki disease with
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the hemophagocytic syndrome, and to raise awareness and vigilance of the disease. Method: The
clinical data of incomplete Kawasaki disease with the hemophagocytic syndrome in a 2-year-old
boy was retrospectively analyzed. Results: We report here a case of a 2-year-old boy with incom-
plete Kawasaki disease which resistant to two doses of immunoglobulins and have recurrent
hyperthermia. Eventually develop into hemophagocytic syndrome, in which blood tests demon-
strated blood routine showed the decline of 3 lines, abnormal liver function, elevated serum ferri-
tin, and hemophagocytosis features on bone marrow aspirate. Finally, recovery was obtained with
the HLH-04 chemotherapy regimen. Conclusion: When the immunoglobulin therapy for incom-
plete Kawasaki disease is ineffective, early glucocorticoid or immunosuppressive therapy should
be used. Besides, we should improve the early recognition and intervention of the disease, and
block the development of the disease into hemophagocytic syndrome.
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1. 5|8

JIUA % (Kawasaki Disease, KD), MFREZIRBEMELE A4, &— MLl EHIME R ATEHRTH R
PERRHEVE W, FARFEN Z /N 200, LG IS RGN E O™ )1 S0 R
4 11053955 (Typical Kawasaki Disease, TKD)FIA5¢ 4 111797 (Incomplete Kawasaki Disease, IKD). i L 41 A
£ G iE(Hemophagocytic Syndrome, HPS) XFRFE ML 4H bk 0 2H 23 24H i 15 A= i 54 i 248 J 124 Do R 4 i 38 A i
(HLH), 2 —Jm Rl TR0, 2o A ERIgE Rk . )1 6 W 40 f 25 & 1R IR 4o
EAMRIE, ASCEEPE ST 1] SR Ek 8 1 J0 RN BUAS 78 41 1 Ve g - 1 40 B 25 & 1iE 28 LI R B0k
FHORSCHR, DAY R R s IR A IR, AT A B R R TT R i i

2. IGPRFEH

BIL, B, 25 11 H, W “RMERZENH, B2 1 E” ANBt. BILABERTEA H G5 5 H
AR, HEHNE, TR 4~6 I, NGBHRAMEDIRE R IR, tFEZ. ABEET 1 &8 B S EEa A
Bz, FHIREE, JBBSLL, Su)E TURBLIGAMET IH . BEERPURIRTT, ST R E E EE AN v 4 )1 R
TERIFE 10 RAEF e ERE 1 30 g (2 gke)ifdT, HECRKAE, IRERH, SZRAERBRE—DEH.
ABEfR#: T: 38.6°C; P: 140 X/4%; R: 56 IK/4F; BP: 96/56 mm Hg; #&&E: 15kg; & : 96 cm;
T, REARAT, A SR EUIE B2, S04 G500, SIERAT (5 9, S0 i S R bk B2 4, %K 1.0 % 2.0 cm,
TEBNERT, AR, BREETC RN, JERSL, TR, BUMPRR S, KiEE TR E, LEA I,
B, RE L. B, FPRRM B R, WA RER AR T, BUR B, VOB A 5w oA
Tz, AT FE 2 o

ZE LB REMIIAR H REA e A IR, ABE 26 2 RORFIEE 16 RS ik A 2 gkg vhifi
YT, STAME A I e Bk R p b VR IT IR A R A, ANHERRRIRT A IRy, R T A IRIRTT
JEEE T B RIRTT, HE) U R E mH.

FIGEKA: CRP 123.8 mg/L (<821 mg/L), M M: WBC 24.4 x 10°L (5~12 x 10°/L), N 76%
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(40%~60%), HB 101 g/L (105~145g/L), PLT 403 x 10/L (140~440 x 10/L), HHERIZHHATIRAZ 8% (0%~2%).
PRSI HT B A M + Bk W54 . HEE 30.5 g/L (40~55 g/L), hs-CRP 136.27 mg/L (0~6 mg/L).
ESR 41.0 mm/H (0~15 mm/H). PCT 0.641 ng/ml (<0.1 ng/nl). %% 6 Tz IgG 22.00 g/L (5.0~10.6 g/L), IgA
1.41 g/L (0.34~1.38 g/L), IgM 1.46 g/L (0.44~1.44 g/L), C3 1.88 g/L (0.8~1.5 g/L), IgE 319 IU/ML (0~100
IU/ml). FER 14,242.00 ng/mL (10~291 ng/ml). &M PUsi. FFEgE. OULEE. B IheE. MREG0HHEUES .
WRIR S RS R0 7R . EBVCA-IgM [Tk, EBVCA-IgG fi1E, EBVEA-IgG B, EBVNA-IgG [
PE, EBVIgG FURMEEM A ggFaME. B M AT, 2% EBV-DNA < 500 cps/ml (K3 R FR 500 cps/ml);
FUTRP IR E 75 SR AR A 1gM BB, WHEST 1+ 10 R, ARl an . BT aR. IEIA. Ah3E IR
ASO. JR AR TR, BB I, 454% T-spot SR AN H&PUAE 18 T, ME K 4 T, H% 3 I,
Ji R o R A 2 [

BT MARRSCER. AR 1 RIEFRE AR IHL B B SCER ISR, Wik
B, I DERM. ABEE 10 RIEEE A RIR, PR KA. ABCYOROEIES 15 R)CIEE
HEARZE . AT RB K A B AEHERL (1 1) ABEEE 11 ROWFEES 26 R) QNS IER: 7oA e RSk i 4121
IKPESEE, AN, OBEBMREEE) (B 2). 203 MRI+ Sk MRI £ HEBR R K o5 7 1500 .

Figure 1. Cardiac ultrasonography on day 15 of the course of disease: The diameter of coronary artery was 2.7 mm (z = 1.05)
for the left coronary artery (A) and 2.2 mm (z = 0.59) for the right coronary artery (B).

B 1. 5125 15 RIDAEBRE : RRHBKAESHA A: ZRREARK 2.7 mm (z (& 1.05)8 B: AFRFIEK 2.2 mm (z &
0.59) (FRIEEE 15 RILAEBAELER).

0.272cm

Figure 2. Cardiac ultrasonography on day 26 of the course of disease: The diameter of coronary artery was 2.7 mm (z = 1.05)
for the left coronary artery (C) and 2.2 mm (z = 0.59) for the right coronary artery (D).

& 2. ®IEE 26 RILIEEBAE: BRBEKAESRIA C: ZEKENEK 2.7 mm (z 8 1.05)F D: HEKENK 2.2 mm (z &
0.59) (FRIEEE 26 RIDIEBELER).
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NBESE 7 RARE BRI LR AT K, &2 0% M WBC 6.7 x 10°/L, HB 82 g/L, PLT 55 x 10°/L,
SRMUIR T, BEAEMAMIR SN, MR, 5EEE MRS S IEH LR S 6r.
#HHLR: FIB 0.6 g/L (2~4 g/L), ALT 365 IU/L (9~50 U/L), LDH 7161 IU/L (159~322 U/L), FER > 16,500
ng/mL (10~291 ng/ml). Hih=J§ 1.80 mmol/L (0.23~1.70 mmol/L), #kE4HAHH A& F R, NK Zifi%
PEJRAR, sCD25 19,343 pg/ml (<6400 pg/ml)PH 5 B EEA A PR RIG AT, 22340 bL ) B e 1 v
TUEIG 5 W: HLH FRASFEAGI: %8 E KRR E S HLH AR R AL i, B DL B 5 A
Ai: PRF1. UNCI3D. STX11. STXBP2. XIAP. SH2DIA. RAB27A. MY05A. AP3BIl. LYST. ITK.
SLC7A7. BLOC1S6. CD27. MAGT1. ADA. BTK. IL2RA. IL2RG. MVK. PNP. WAS. FAS. RECQL4.
RAGI. RAG2 (IXLEJEHRHfN) HLA AHCER Al G BT & A & R4S, BT WES A 5 9% 1 15 BE A (1)
FRBE) . ST O A VA P s Uk L 5 L A0 G AR R AR, DA SN AR A bk R 5 R el e A (1 3)

Figure 3. Neck lymph node biopsy results: Microscopically, the lymph nodes of the left neck were not clear, mainly mature
tissue cells and proliferation of T cells, no obvious necrosis was observed, and a small amount of vacuolation of tissue cy-
toplasm was observed. Immunohistochemistry: CD3+, Bcl-2 part +, CDA—, Langerin—, MPO scattered in small amount +,
Ki67 about 30%+, CD10 part +, CD79A—, CD68+. Pathological diagnosis: histiocytic proliferative lesions in the left cervical
lymph nodes, mainly histiocytic proliferative lymphadenitis.

3. EFERBERE T IRBEERIE, URARELNMERR T 8% HE, RIAERE, TR EHEMN
BERZS Ak, LR IL: CD3+. Bel-2 #8343+, CDA—, Langerin—, MPO B{7#E/L &+, ki67 £ 30%+, CDI0 &B43+,
CD79a—, CD68+. (FEBiHEARILERLER)

TRELSWT: 0 ST O 45 2 2 L A Ve AR, DAZE 2R M A PRI L 8 S S

T4 2004 4 [E PRl 2340 M 22 24517 (1) HLH 2 WidaifE[1]: 1) RHGEEE 1, #ué > 38.5°C; 2) B
K:3) WA= R MY (MLE A <90 g/L, M/MR < 100 x 10°/L, Fr k445t < 100 x 10°/L)
AR SEE M BERMCITEG 4) M =FEH I 55(=>3 mmol/L)E i T RIAFEES 1 3 AN b 22 Al(E) 47 4 i
JR R BE(<1.5 g/L)BUR T RS 3 MaikZ; 5) MigEkE A =(=500 pg/L); 6) M2 AI¥#PE CD25 (AT
TEYE TIL-2 2 48)THR1(>2400 TU/ml)s 7) NK ZHARGE M TR = 8) HriE. MR o i smh 2 45 i v
MAHMILR, RGN . TARYE Hscore ¥F4r R%i[2], % & )LKA HLH M3 99.8%. i%&ELIE
MANMRLEAAEIZ WA, 5 RBA e A ) A & 68 AR LE A 1E, % HLH-2004 7 R4 707, 2 85
LG ATEIRIA 2, XA T AR fil S ook, B A seie = $eAn R4, T NBe s 43 Ribe, Hume e
WL MR, BV 3 AN H, RAEK.
3. itig

SEAVE IG5 ( TKD) O BB S Wb i3] [4], (HORTASEAE G (KD), H AT %A

CWibRAE, RYEREOIEY AW (4], B LU RIE RS BARIN > 5 d, U 2 Wi 3
Tl RAFAL, BRAMNS PRSI AR B MR R . Bttt s R . KB 2 . 4 Bk Ak
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BRI OS; BILRH >7d HIGHARRE R o DURRBE R, fREHEA A KD MR, AR AHA tHigH 1
AN TEA ISR P2 WA e, 72 LB R # > 5 d 3T Hisi 2 2 2%80 3 SR Wbl s 2 LR # > 7 d TeHA J5 [
A DASRRER, EEREAT S AP, 0k CRP > 30 mg/L Al(Ek) ESR > 40 mm/H, F35 & 6 BN seit =
R A AR AR 1) 3 U AT LUS WA 5E A Ve )1 (R BEEFE: G A& E <30.0 g/dl; 3T A NG
B AR 7 d JEIMRKE > 450 x 10°/L; A0 > 15 x 10°/L; JREAZHH > 10 AN/HP), B0EANH L 1%
6 Wi 3 T, A RS # (4] [5]. Wit L4 H £% & 1iF (hemophagocytic lymphohistiocytosis HLH)
se— R RFAN FHPIH, HRBEHLE]E AT AR TS, ImR B9 FOR A R IR . R
KM HLH A& — P Yo ik st Qe R Bt 1 A0 . H RTHRIE Y BB 5 HLH AHOC IR 12 Fh, AR AR B
R 2L IR P B SR R ME HLH 43 A %M HLH (FHL). %)% B IE 25 A E A 9 HLH A1 EB %% 8(EBV) 2R3
HLH [6]. T4k HLH N5 &R ERm A O, =& iEG Mos . XORMEE0 55 2 P R 5 3 e % R
SEIE AL BT 51 RS 00— P R SIYES , 38 TG SR S B T ) T8 A ik DRI R

ARUARE ], G AHA 2WibrdE, NBihf KRG 5 K, FIRGHAEL. B2 LikeEg i
K, L8 Z= FahR CRP > 30 mg/LESR > 40 mmv/H, 2101 fiL/MKF > 450 x 10°/L, A41H > 15 x 10°/L,
NIEFF A AR AR 2 W . ARBEEE— K IVIG 16T TC RN, HSERR E IVIG ¥R 97 To B3 TR
TS5 IVIG G RFEE R # 36 h 8L b, B FRRER A, 2017-03-29 £ ECHEYR 2 T M ERAT T 2017 4
R NS 2T 69T e I B ——SE [E O I 2 2 X BT B N R PR 7 W) (4758 WO FH 28 5]
IVIG (2 g/kg) (la 25, B %), BUKFIEFREM mdiiaI7 (b 25, B )6yt HiZB LG M
FIIVIG M iay7 B0, R BT 58 ANEC A R e R TR YT o 1018 ) LR A - S0 00 = A 7
AN HLH, BEEZOREE, B)LHIRE SRR, R T, frea i Srte, 40 i
3 R, AR A FIMRE, ISR T 400, NK 4000 &40 50 B R %, NK 408035 1
N, MIEERE R B, MRV CD25 FhEr, EBER AR WAL, I8 HLH-2004 2 W
FRiE[2], S5 HI5E AR G LA LR A AE 2 1T

HLH BN KD #—F JF ACRE A SCHER X RN B4 B 7% 46 2% & 1iE (Macrophage  activation syndrome
MAS), WA 5 2 B PR A 4k M e Wk P vk 2 ZEL 2R 40 B 22 hE(HLH) . HLH A 2 )1 085 95 [ 7™ B 9 AhE, PR
RHEFZEZZAL[7]. HATA SCERIRGE N 92 % RS0 0 TR G B0E 51 8], X T4k & I HLH .1
W LI TT R T BELI L™ B B v G SR BB . Jung Eun Choi 25 8143 M 247 BiIAS 58 4 )1 185955 fe
REERE, Hrbfg 8 Bk 4 HLH, RIVHELHLH (1 8 Bl E &+, HARMNFEEEL, MF%REARE
HLH 4338 3122 ng/ml, TfiAK4 HLH 43%{E 120.1 ng/ml) 5z N-fi4Ak(NT-poBNP)#H & Tt #&[9]. FER
PR EEA R N, TE RO BUR GBI P 2 T E . A, WS FER KPR BES S, W SRE
()8 B G BV, AR R e o 28 9 FLSE M Fi B3 4 9% o Nasir SEHRGE R 3 1A 58 4 14 )1 [ieg 5 &8 LI FER
4= i3 2 TH (7065 pmol/L~ 33,373 pmol/L. 17,304 pmol/L) [10]. AMAT2# N FER K1 &3 8m,
JHAE B RT 5000~10,000 ng/ml B, Ei& MAS —NEESHAENRED[ 1] MEZWRIFSIRT
S RTRI TS 7 TH, AN B FER KPR M L U K[12]. Kostik 28 AAHATLAELLR 3
AL E SR A B AT A R R AW B T SRR Qi ORI 4B B B> s B E AR 4R S
JRACFRRAG; BREEE . RAR IR AR I AI AL R AR K T sy DLRAAE R RIS L[ 13]. [ |
AT, ZEILABER CE KA R, RWNRE @R, ABEBHZEA T2 )%, & FER S3&E T+
W, PRSI, LR AR, Al HLH AR A S, RATERAIH Hscore 14> R 4012
TV HR7R1% B LN B I R AR T I (R HE S K 2002 4.4%, HoRi%Z 8 LBEE RIS I HERE , kA me Ak R Ak,
IV R S S D

KD A% R E MR AL, &I MAS BIGRRIAA S R AR IE S MELLX 5. HIF R AN
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KD &3 MAS 5B &5 % RN s-JIA &7 MAS G AU BB IERE, B 5 S PEsoms siAs G s 1)
s A, PG ERE T AR B GE RS AL S S B B T AE G, 54 B RORE R TR, XL
YRR TS TR v (IFNy). HRIRSER T a (TNFa)s IL-2. IL-1. IL-6+ IL-18 DL Kz [ 165 4 ffo 5 7% o) i
Kl F-(M-CSF) [14] [15] [16]. {H52FR E, KD H1f) MAS K4 2K T SIIA M1 SLE, fiitZ1 4 1.1%[17], 1
Latio &% L [FIHHRIE KD &I MAS RAFN 1.9% [18]. (HESFI W FLE RIL, HIX T4 A4 FERF R
KT R (SITTA) LA R 45 46 20 219 (CTD), KD & 9 B MR I TG b 25 A IE(MAS) R A2 B R E AR, KD A9 MAS
LR 5 REA, $#25 KD WY Ae &3 MAS, HEARTE LI MAS #8191, 11 E S 73 &
RILKD &3 MAS KIGIF 298 13.3 K(3~22 K) [20]. H BTG SCHRHER ST S8 ) 1055 [7) i S 75
BRI ML, TL-1 ZARIEHAIGTT B BIFSUR[21], BN SCERIE L5 K IVIG KIS EI6 7 5 )1 6
AT HLH 2L, FERFE AP B R T /022]. X% R SR Hp B A B 0% . AEEHIRIE
MA UG, L RN R VR IT JEAL, fERPIRFERIEE 23 R4 HLH, b6 FOR SRR & i) 22
IR, FENT RS RN ERIGIT A G, IR BIRGUR GG IT oA TR A A HLH G+ 5L T B ] (H32FR F
THRIBAB G RIGIT, ARBEMTEA MO ERIATT DA 0] 4 5 7™ 5 980 S B, ] BE 2 5 BUZ W 11 K
J&y HLH B2 05 R, PRS- PR BRI B S i B I 3R S e ek Ry 7 B R .

M2, ANSEAE N A0 BRI R FRAL KT M R AR A SRR R R I, NMESRR ™
HEE G RRERN, A GEHER O & A HLH (iR X F %288 LS RIS IR B I 25 16 T #0 2 B
HLH RAFIBEHNE . thoh, ERZBENINGEAE, BHEE, e RmIAR, A ReaRmisia
P A iy ¥ AR A

FEAIBEE . R O R AR A M R TR =
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