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Abstract

Objective: To study the clinical characteristics of children with low prothrombin associated lupus
anticoagulant syndrome (HLAS), in order to improve pediatricians’ understanding of this disease,
recognize and diagnose critical bleeding tendencies or symptoms as soon as possible, initiate ap-
propriate management and intervention, avoid misdiagnosis, and reduce the risk of life-threatening
complications. Method: A retrospective analysis was conducted on 3 cases of HLAS diagnosed and
treated in our hospital, and literature reports were summarized and summarized. Results: Among
the 3 reported cases of HLAS, 2 cases had symptoms of active bleeding, and 1 case had multiple
critical values of coagulation indicators, as well as severe symptoms of bleeding and intolerance to
high-dose methylprednisolone pulse therapy. Conclusion: HLAS is a rare cause of bleeding in SLE
patients, and caution should be exercised when evaluating children with SLE. When SLE patients
have prolonged PT and aAPTT without any evidence of sepsis, DIC, or macrophage activation syn-
drome, it indicates the disease. Therefore, for children with SLE who have a positive LA antibody,
especially those with bleeding tendencies or symptoms, it is necessary to monitor their coagula-
tion function and coagulation factor activity, identify HLAS early, and use immunosuppressive ther-
apy as early as possible, providing a good prognosis for most children and avoiding life-threatening
bleeding symptoms and organ damage. HLAS without SLE has no active bleeding manifestations
and requires regular follow-up to be vigilant for subsequent SLE complications.
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1. 5|8

R LI i ITRE — ARIE PR 47 A 1iE (hypoprothrom-binemia-lupus anticoagulant syndrome, HLAS)#
I ARIE BT (LA) BH A 1R 28 ) LA A B AT JE sh A0 R B LA S5 114 (antiprothrombin, aPT), %5k 55t
I ) (prothrombin, F)&5& JE#EIERR, @E 5] E AR AR B MLAE . AR SMRTS P IRIE TS 2 TP I 1K
B M THRENE I, 3 P A0 A B ML TS BRI RI(APTT)IE K, (HIE AR, LA R 55 HHE K,
W5l . HLAS [RHIER B B %2 RGP B G 1) B 1 th A MR T R, 78 ) URHTE RS 2H R
AN TR PR B2 () B TCREER, b T AR A 1) 7 k288 s s i 281 i B 2 A () AN R i % . IR IE TR P27 1 3 91
HLAS £JL, M 2 Bl& I8 TiEshE e, i 1 B8 ) L2 i Bl dsbr e 2, JEH&IF
L R R HR JE e IR T AN 2 K SE SRR, B 45 HLAS HUIGARRR A, DLER iy ) LRHE s
FITATR,  FETHDN S& S HS L ) BOREIR N K 2 W ST, B TS -

2. WHIHRE

sl &, 8%, RT3 ), i 2 4”7 T 2015.04.12 ABi. ABiJE 52 3 A0 <44
B A MU R E AT PR IS MLPR o 5% 0L 3 A7 g 0L Bt JE Ff ) 38.1 s« Bt LR RIS 5 37.80%-
[ Brbr AL LUAE 3.25. B Hk LB R B 8] ANEE . DA ILERJR 11T 71.3%. APSEEXEtl K7 IX vE P 5.8%-
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Y %

HBEIL IR 7~ XT 2.1%- ML 5~ VI 12.6%. S e Bk i I AMAR R BREEH G 18.20 g/L. A3k H E 420.20
g/L. #ME C3<0.184 g/L. #Mk C4 <0.0667 g/L. HikzPifk 1:3200, BHIE. Hukzdifkilk: KR SSA+. W
B DNA+++. B/ME+++. HEAG) BhiE P EE+++. B8 H 150.90 ng/ml. ANCA &Y. B
PLAERE IR (Coombs R 5%)FHE . HLOBEAEPUIARTI M. FT f2-GP1 iikPHME. T-SPOT [T, 155
REPR B AAERER . BTSSR RS RS . SR80, ZEURIZ N R TER
(A, M), SLEDAL VP4 12 Zr(IK 4 43 K92 2 J3. MasE% 2 43 fiRAM& 2 73, $1 ds-DNA $it
PR 2 90). VR b, THIEEL ARG . AYCEE R T BOnEE RS A, REERE
H T, WiRJe e, Wsthcrtd, FRErEmm s, (IR0 PR e THuE, EHAE
ARTHMANNE, PURPEZRTT. HEC2W: 1) KREMDRIRIE; 2) sk 3) ISR % 4) (KA
JRAMRE - ARIETTEE SR G AE . )L e G e AR BE v E A, T 2023.07.20 B I0A DURIE SRR g vh
7, JEtEH 24 B BEATHE A T DU 1

il 2: 1, 9%, N “HEBEE 8 K, WIS K” F 2023.09.14 Nfi. WEFEILEHTHE
B, FERMAK L. AR . AP, BRI, X EREE . DUBILAAR . BRAE A,
TN BE LG S A5 R AL R S . AR JE e A O B R 25 . (L% HUR AR BE T I . il R e
ML RIS A 36.30 s (10~14 ). EEILEGFEIESIEE 13.40% (70%~130%) [E BrbruEtl UL 3.10 (0.8~1.5). %
A 43 B A S S 1) 118.70 D23 5~35 s)o AMBEBEIMLIA G “ W& 17 Fim. AR oh e 57l
TETRNIRE . BRER [ 443.70 ng/m. A AMMIES REUER o WL Hr: WMELLL4n a4 xHE 0.1242
x 10"%/L. MIZILYIMIE 43 b 4.21%. FR IR FLHR R FORIR DI BE IR . HOR 55 IR 20.60 pg/mL.
it 98 S JFARSIARBAYE, THFE 1:160. 1. 11 FRAERTZ B IgM BuiRPH T . EB JRTER PR 1gM HrigF 1.
HARFE L ORI R ERERIPUAR T, RV, T O PPN, HEHARRE F % (Coombs 4)
FEPE . HLOBEIEPLAR 126G23.50 AU/mL. $rOBEAEHIA 1gM18.00 AU/mL. $ikzdifk >500.00 AU/mL. #i
2 HEE AR 1gG25.90 AU/mL. 7 f 2 BEE A PiiA 1gM231.00 AU/ML. FikZiik 1gG FHTE. ANA (%5
DZIBRALHEE 1:1000. ANA (%A 2)Z8 R AR E 1:320. ENA HUiRREBHUZPUARIL): $T Ro-52 Pifhk 45,
Prerifk M2 WA TAA 27 PUR /MU 52 BURBEIR p SRE UMK 91, HT nRNP/Sm $i4k 97, $T Sm 1t
& 70 PTXEE DNA Hifk 1gG151 TU/mL. HrhPERn i HUR(ANCA):  HT PERI A A i 28 Sk 1eG
BHHE S b o4 R Pk 1gG (%A BB . PLXUEE DNA Hidk 1gG FH . ANCA fifit: Hi'E ek
BRBEGUAR 11, Pkl S s hUIR 37, AhE MBI ML AR 1 2# BE(ADAMTS13 )Gt 132.59%
(42.16~126.37), ADAMTSI13 JEHEAMHI AR . r-TH0 OB s6 FAvE . 13 BAMA CHS0 11.1 uw/ml
(23~46); TIETIEAITH L : BIETURMIVITHIRL 177.4 F0(31~44). FUEHUEN I ERE 103.5 F2(30~38).
PIEHITHARIETHIN 1.71 (0.8~1.2) EFRARIN T . IKARELTH . Z0E6 W SLEDAL ¥4 19
SR 8 4y WIS 4 45 B 2 40 IRAMA 2 2. PUXEE DNA BHYE 2 40), B2 RGZ R, &
Wi SLE WAHf, B E IS S, &) UIF/E BB FE T FF K. LA PHE, 218 HLAS.

iZ 88 LB JE Tk I Th A W 5 5, e ot B SR TR] (PT) ZE 4G o 375 Ak 8 0 ok AL 355 A ) 1] (AP TT) W R ZE K
BB FOREh R R, SR AR Do IR IE, SEEDF HIR e e s, R ERE A E U .
SAAP®, TRAERIR RS IRTT ARG b e T R, RS R g, KT
FEPUEL, BREHIE DU R PR g, B ANEEEIRYT o BB LEIR G i i 45 SRR I SR
W, F R HAa R alesl. KA ESERDL, Freo s~ A ARE T, LRI 0.9%E b
BN 100 ml GRS BIETT HARIRACEE, 288U, FRGHNERIRE kirtd, TEEFKE
e G . EABME ARG EUE, 48 URTREIIENATT, J58E 2 IR AL AT I .
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Table 1. Coagulation factor activity test results

= 1 OBRMEFIEMERNEER

T H ORI WaRES 453 (%) R S X [H)(%)
NS | R G I % 5.0 T 70~120
LR v iETE I % 87.6 1% 70~120

eI VI i I % 42.0 TR 70~120
HE LA 7 VI v I % 66.6 Tp& 70~120
IR T IX 95 1 eI % 38.0 T 70~120
M T X &k I % 61.0 TR 70~120
IR T XT 95 1 ot [ 37.8 TR 70~120
I IR XL 5 1 eI % 42.9 TR 70~150

VE: BRHILAF VI, VI X, XIIZ& 16 5B, BT IX. XTI 4 32 5.

Wl 3. tc, 12%, K CRBUEMAR 1 R” F 2023.08.02 ABt. LK “BUTIRETFR” 5885k
MR PTy APTT 1K, [M/MRIFEIER . EJLLF R M. S, JoiffR. ffE, T, .
ANBEEAR TR R . BEAE 2 UGl 5, S mT B R b 75 A S0 RE H i e 05 B 45 2 4H 43003 52 . NPt
J5 SEGAH KT AT« LR F PR R TS Dy O IR B0 AR D0 o R 5 B 5% ifL i S5 B () (PT) 16..1
T TR A B ML VG R R] 82.5 FP . IR R IE BN 51.8%. IAesf fJ 5% : CI-8.8 (-3~3). R14.2 min
(5~10), FEIREEM A 7S K3.8 min (1~3). 414 IR ThAE 43.5 deg (53~72), $neF4e AR IhRE
PEAGEE. ENA USSR TE . OB IR, HUXEE DNA $UikBIfE. JRIEHTEEA T-DRVVT fiik
FHE . IRIEPTEER 7-DRVVT #iikBHE. DRVVT A 2.1, FERIRIEHIEEIIAAAE o 07 M e«
22 27T o MU PRV I AR IR T30 158.3% (50%~160%) ML 14 1 A7 955 IRl T M 51.1% (48.8~163.4).
BT b, TRURGEAZR K1 PR 4R AR 3 K O A I R AR S Bt G . LS I, 3
25 Wa ) af A R e L, RBESR A . 48 B2 WHRELEY IR - BRI P LE A iE(HLAS). HBE
Ja, AT, BJLME R WS, I Ao S g SIS (8] (P % 22 IR L I A0 40t I
Fifg s 5] (APTT) 1 BA A1

Table 2. Coagulation factor activity test results

2. BMEFIEMENE

i H Far il 7 7% 451 (%) PR 2 X [1)(%)
NS A R G I % 33.2 TR 50~120
LR VST I % 78.3 1% 50~120

HEILEE 7 VIT V& 1 I % 83.3 1% 50~120
FEIM R 7 VI 554 Y [V >61.5(19.9) 1IEH 50~120
IR T IX 5 Y [ >69.6 (17.6) 1B 50~120
e 5 X S eI % 75.6 1EH 50~120
LR XT 5 I % >59.0 (9.2) EH 50~120
I A XTI V&P T [ vk >104.3 (26.4) EH 50~120

vE: AT VI, IX. XTI XIT 455893 05 BOARREE 1:8 (1: D) A Fis M
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3. g

RGMEA PRI (SLE) & — M B G G t5m, A SRS AIEAPSHHK, JF#E & —Fia gk
RAEVEBN, FURFAE R IRIEBTE Y A AE AN AR FA 10 R AE[1] (2] TRIEHTEEYI(LA) A E 23 I KBk I
], #B4r SLE B2 IR, PTRg& i TG 51 1 Sz /I sk s 78585 g ik mp
e AR PR LR T =, BIMICHE LA R IRE - JRIE TRV 25 G IE(HLAS), %288 LA 2 AT
B, kS, MRS XIEHERTIER, —% HLAS (1835 FIRA T i A i A i
e, TR B A — AN . 1% SCHRIRIE 1 3 9 HLAS )L, Hodh 2 6y SLE £ ) LRI R i v R
Bl R L, 2 1 BE) LR IR B bty 2 L T RS IEIA 2 . DU SR W SR, Til
Y R EHRRIATT 5 AR

FIEHTBI(LA) & B I 574 (anti-phospholigidantibody, APA)IX 244k it —Fh, FHAE FI#E S Ak
MEEE (A7 I g2 FEER A T (2-GP1)55. 20 30%~40%[H 38 & FEFR kA ssh ik A . LA fB/Rtnr L
SIS L, FTREMIBRE . 1) M/ NRIED s 2) M/MRIDREREAR: 3) HBLF VI 064 (4) #HE il 6
=, BB B R IAE - RIS PUEI4E S AE(HLAS) [3]. WA SCHRIRIE SLE I m] RE 2l T oR i i 5
WEEIML(DIC) LAl MR A f 5L R G AE[4] [5] [6].

Rapaport 7E 1960 4Rk % T E BB, —% 11 5 B4 SLE (% MBS ™ & iR, JFgoR I
AP IE PR (APLS) MR B M B IE /K T [7]. HLAS % HIIUEER LB & . XEfETisE oY
TER B ISR (8], [Fltt, LAHPS B WTJLE, #@id 50% R &l Kk AETE 16 £ LUNEIL
#Hwrp, B/ANAEE N 1.5 £[9]. Mazodier 5 A%} 74 5] HLAS J I W7 RoR, 55%M B SR8 TE 15 %
LR, 58%MIEE 2 E[10]. 1AL, Mulliez 55 AXF 89 5l & (B S iR, IX L858 (12 Wi 8 Fh A7 25
N2 %, wWEEBERMEEA 1.5 T 1[9]. fEARIES R 2 ] HLAS &)L AL, Bz amh 8
.9 %, SEEASCERIGE S BATAKN HLAS R 5 ZR =4 T hut AR yuk. XAk
S e B N P PUAARE, HIEA BB KIEEMEEIE, 1125 A R IndE e v A, mifE
HOAR[11]0 SMAEARSMRIERT PT 2K — AT A E R & 2K A IE . Fleck Z57E 42 1 LA FHME & Rk
L 31 BIA Bt i mg Rk, (R A 3 B 7 A I B S E 1]

BEAE SRR IS, BT LRHERY A P BB HLAS i BB LIRR R IR EA—, IR R IR
o I3 f R AR A R ORI [12],  “ W% 37 FuR. HLAS IGRRILZE FIRK, 51k A 5 i B R 7% 7
AFEA AT« Mulliez 5 AN Gtit 89 il HLAS 35 i WHIR IR BE(H EE 44%)F1ELIH (15 HE 35%), HIRk
SEIMPR(S EG 15%), 17 f P HE RIS SR T AR i 25 A 2 26 i 0 AR 2D L9 T E Mazodier IR 72 H,
13%[1) HLAS B3 fEWIH L5 3 T AR B 344 T2 [ 10] - Sakamoto R 7T H#GE T —11 9 % ) HLAS
BILEIE T EME LR, REEE %, HIAMEE LRIhAEEE[13]. Fujiwara [T 5T HIE T H1
B RIEERE E-A M RAgAV)FIH AL, 1755 LASPS W2 Wibrit, RIS B 0 S8 A I8
[14]. Omer [IBFFIRIE T 6 16 2 YDEFFTHAA ) HLAS A FEEPEMGR 1 2L, BT ™ 5 Sk
Wy, M RME, HEIL T B S AR 15]. @i PA R RiE, ZORIRATE SLE HSBH
S U BT RE, AR LA BHIEMEE <5l R e, (A7 ZAG e SR, RS WG
JT7 o

HLAS %5 H 398 RG50S, i WIS SLE 6. AR CEARIER 2 #1 HLAS B)LHE I
T SLE, 5BEAERISCHRIRIE —3. Mulliez 25 A FIFRIE K I HLAS f% 5 WL IREE ML D0 8 55 A2 B e 61 2
HILH PT. APTT FEK, 90%M) B LA Mtk 75%H & FrOB IR HUARITEO]. ARIER 2 6 # L%
Wi~ SLE, BfiJG&3F 7 BIThRER 5% #2 Wi HLAS, LA FFpC B AE TR NP, X85 BEAE
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WRRRIE—2. 7E SLE B35, LA #UCN 2 Lb Pt OB As Pridk 8 s ) iAe T iR %= [16]. & FF SLE ) HLAS
K 2 ) ) LEAFAE m XS A T R 3, BARAFAE ek, (ERAE VR T iR iR i TR TP R
%t

Table 3. Clinical manifestations of lupus anticoagulant low prothrombin syndrome

3. REIUA - BRI RLESIEAEXIEARRI

=4 FAR Il PRI 51 F SCik

gk 2009 W A R . RIS [18]
Kim JS % 2014 ToiFAE ) (I i [19]
Fujiwara K % 2019 B IR [14]
Meireles E £ 2020 Bk B, RSN [20]
Sakamoto A % 2021 (o a1 R S = B 3 2 [13]
Kocheril AP £ 2021 R ﬁﬁiﬁ ﬁﬂ&%x’fﬁ;—i?%ftﬁ Jﬂ)l% “HE [12]
Omer %% 2022 S S St A I pR [15]

BIRE AT A IRIT HLAS fame, [ FRE R4 e Wi rbrit. HAT HLAS &35 1) FE29RI7
T A48 ALT A M g L DR R A LB R 23 (R T AR B SRR YT o IbAh, R T SCRRIRTTAN, B
AR B2 G MR YT, CLHE R R M PRI A . T P e ndy % R 22 3 AN LAt e ikl v T
[17]e LR GRBEMHITVEZE AR —IT 1, A5 BRI RS TV A A0 o FEAR SO B0 ] 41 3 HH 11
TBIEEC A T RS S ], TR0, B LB IR R IR I 5 . AEREeE LN, RIZ AR g
AR HLAS, EFE—FB6I7. M7E Fujiwara [RFFC45 REN, HLREH TG FR. T
TEULA 5 RESRAGIAYT: 1) HLAS 55 SLE Hi9%: 2) SWIRHERYECR, 45312 10 B L 1; 3) 4™ & H i
AREPFEG]: 4) FILAKAR T IEH R 10%; 5) IgG aCL Al/EE IgG af2GPI /8% aCL/A2GPI FAYE[14]. 2
R, 5 R A G TG G G AU AN/ B IR 18] A IR AR AU, WA RRE N, B
RIRITAR, LEREE R B R REIRYT s AR A R, nIEA LI i, A
ol 3 B A FH R IRYT . ASCE AR 3 FIE L, 2 B4 IF SLE () Lhn AR Mg e
7, TR . 1 BIMERTT, EEA, B .

4. &g

BAGE T 345 HLAS L, B, FERMIgen s, Hed 2 4 IF SLE. X HFhmR
FKIRELD UL, HLAS BIRTFMCNFI, CHERATE ) LRHERS 2] . HLAS J& SLE 53 H i i) 5% 0L IR A,
FEVPAL SLE JLER F5%15 . 24 SLE B JLAE/E PT M APTT HIZELK, A1 AREIE. DIC B EW 4N s
S HERIESR I W3R 1%0% . PRIk, X+ 8 SLE M JLEAIF T LA JUiRFITE, JCIHAEAE B i iE
BCREAR, 7R ML L D Re A BRI R FiE R, FUBAURUN HLAS, RS e MmliasT, RRZH
SLPREE T RAFMTIE, 8 Gt I8 AE S 26 A (9 S IUREIR B I #8445 . A& JF SLE 1) HLAS, Joigshit
HiRI, FEbET;, 15545 SLE.
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