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Abstract

Objective: To review reported cases of juvenile systemic lupus erythematosus - macrophage acti-
vation syndrome (JSLE-MAS) initially presenting as hemophagocytic lymphohistiocytosis (HLLH),
summarize their characteristics, and describe a typical JSLE-HILLH case to inform clinical diagnosis and
treatment. Methods: A computerized search of PubMed, The Cochrane Library, CNKI, Web of Sci-
ence and Wanfang databases was conducted to collect the literature on children with HLLH as the first
symptom of JSLE, which was published from the establishment of the library to May 2024, and we
summarized its clinical manifestations, laboratory tests, treatment and clinical outcome. Then we re-

ported a typical case of JSLE. Results: JSLLE with HLLH as the initial symptom presented with fever

EER N TR, %, 1990—, EIR B, 32 3 L (i R S99 5¢ , E-mail: 1013467592@qq. com
BEMESE HIA 40, 1971 — B, FAEEG, 3222 3 L3 i R %0 2 5 W 5%, E-mail:48431279@qq. com



1482 RPN = Q= )]

and a decrease in two or three blood cell lines, while other clinical manifestations showed high hetero-
geneity. Laboratory findings included abnormal liver function, significantly elevated lactate dehydroge-
nase, and abnormally increased ferritin levels; decreased natural killer (NK) cell proportions but de-
creased activity was uncommon, and soluble interleukin-2 receptor alpha chain (sCD25) abnormalities
were rare; bone marrow hemophagocytosis was common. Early renal function was normal, and urine
routine tests showed proteinuria or positive occult blood; the positive rate of antinuclear antibody
(ANA) at the onset was not high. Treatment mainly involved high-dose methylprednisolone shock
therapy, with a good prognosis. This paper reported the 7th case in China. Conclusion: JSLE with
HLH as the initial symptom is rare and highly heterogeneous. For children with persistent fever who
meet the HLLH criteria, the search for the primary disease should be initiated promptly. At the same

time, it is necessary to increase the study of genome, epigenomics, metabolomics and other omics to

46 %

explore its pathogenesis.
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JSLE# L, /N8 % , e K 18 % (th L 4F % 2 11
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JSLE Wy Rl REPE . O A8 H #iW 1i 90 42 4 HLH 12 bt
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SR HEAT B A0 Y S R A, W BN 2R A
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