Supplementary Table1 Clinical presentation of published LPI-associated SLE.
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	gender
	Age at diagnosis（year）
	Growth retardation
	Kidney involvement
	Respiratory involvement
	Hematologic involvement
	MAS/HLH
	Immunological indicators
	Genetic result
	Treatment
	Outcome

	[10]
	M
	16
	+
	+
proteinuria
	NA
	+
	+
	ANA 1:640,dsDNA(-)
hypocomplementemia
ENA(+),AHA(+)
Ro-52(+)

	SLC7A7
(c.1497G > A)
	Pred+AZA+CsA
IVIG
	Improvement

	[11]
	M
	2
	-
	+
proteinuria
	-
	-
	-
	ANA(-), dsDNA(+),
hypocomplementemia
ENA(+),Ro-52(+)
	SLC7A7
(c.625+1G > A)
	Pred
	Improvement


	
	M
	3.2
	+
	+
Hematuria，proteinuria
Membranoproliferative glomerulonephritis.
	-
	-
	-
	ANA 1:80, dsDNA(+)
hypocomplementemia
ENA(+),Sm(+)
	SLC7A7
(c.625+1G > A)
	Pred
	Improvement

	[12]
	M
	6
	-
	-
	+
ILD
	+
	-
	ANA(+),dsDNA(-)
hypocomplementemia
ENA(+), SSA(+)
	NA
	Pred+AZA
	Improvement

	[13]

	F
	4.9
	+
	+
	-
	+
	-
	ANA(+),dsDNA(+)
ENA(+),SSA(+)
	SLC7A7
(c.625+1G>A)
	NA
	NA

	
	F
	6.1
	+
	-
	-
	-
	-
	ANA(+),dsDNA(+)
hypocomplementemia
ENA(+),SSA(+)
Sm(+)
	SLC7A7
(c.625+1G>A
c.235G>A)
	NA
	NA

	
	M
	6.1
	+
	+
	-
	+
	-
	ANA(+)
hypocomplementemia
ENA(+),SSA(+),SSB(+)
	SLC7A7
(c.625+1G>A
c.1085T>C)
	NA
	NA

	
	F


	2.6
	+
	-
	-
	+
	-
	ANA(+)
hypocomplementemia
	SLC7A7
(c.1387delG
c.1215G>A)
	NA
	NA
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	literature
	gender
	Age at diagnosis（year）
	Growth retardation
	Kidney involvement
	Respiratory involvement
	Hematologic involvement
	MAS/HLH
	Immunological indicators
	Genetic result
	Treatment
	Outcome

	[14]
	M
	10
	+
	+
proteinuria
	+
PAP
	NA
	NA
	ANA(+),dsDNA(-)
hypocomplementemia
ENA(-)
	NA
	Pred+CTX
	Death

	[15]
	M
	2.5
	+
	+
Proteinuria, edema oliguria
Kidney biopsy showed immune complex deposition consistent with early-onset SLE
	+
	+
	+
	ANA 1:320
hypocomplementemia
ENA(+),SSA(+)
Sm(+)
	SLC7A7
(c.475C>T
c.1001T>G)
	Pred+CTX
Eculizumab
IVIG
	Death

	[16]
	F
	3.2
	+
	-
	+
ILD
	+
	-
	ANA1:160,dsDNA(+)
hypocomplementemia
LE cells(+)
	NA
	Pred
	Death

	[17]
	F
	4.6
	+
	NA
	+
	+
	-
	ANA1:320,dsDNA(+)
hypocomplementemia
	SLC7A7
(c.724T>C
c.719C>T)
	Pred
	Death

	[18]
	F
	13.8
	+
	+
Proteinuria, hematuria
	+
pleural effusion
	+
	-
	ANA 1:80,dsDNA(+)
hypocomplementemia
ENA(+),SSA(+)
SSB(+),Scl70(+)
nRNP(+)
	NA
	Pred
	Improvement

	[19]
	F
	7
	+
	+
Membranous glomerulonephritis
	+
PAP
	+
	NA
	ANA 1:10,000
	NA
	NA
	Death

	[20]
	F
	7
	NA
	+
lupus nephritis
	+
PAP
	+
	+
	ANA1:1280
dsDNA(+)
hypocomplementemia
	SLC7A7
(c.625+1G>A
c.182G>T)
	Pred+CTX, HSCT
	Improvement

	[7]
	M
	13.8
	+
	+
lupus nephritis
	-
	-
	-
	hypocomplementemia
	NA
	Pred+MMF
	Improvement
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	gender
	Age at diagnosis（year）
	Growth retardation
	Kidney involvement
	Respiratory involvement
	Hematologic involvement
	MAS/HLH
	Immunological indicators
	Genetic result
	Treatment
	Outcome

	[21]
	F
	1.25
	+
	NA
	+
PAP
	+
	+
	ANA(+)
ENA(+),nRNP(+)
	SLC7A7
(c.1429+1G>C)
	Pred+IVIG
	Death

	[22]
	M
	8
	NA
	+
elevated serum urea and creatinine levels, proteinuria, hematuria and hypertension
	+
respiratory failure
	+
	-
	ANA1:640,dsDNA(+)
hypocomplementemia
	SLC7A7
(c.T943C)
	Pred
hydroxychloroquine
	Improvement

	Our case
	F
	1.5
	+
	-
	+
ILD,ARDS
	+
	-
	ANA 1:160,dsDNA(-)
hypocomplementemia
ENA(+),SSA(+)
Ro-52(+)
	SLC7A7
(c.625+1G>A)
	Pred+CsA
IVIG
tofacitinib
	Death

	
	F
	3.9
	+
	+
Proteinuria
	+
ILD
	-
	-
	ANA 1:640,dsDNA(-)
ENA(+),rib-P(+)
	SLC7A7
(c.625+1G>A)
	Pred
tofacitinib
	Improvement


F: female, M: male; ANA: antibody; ARDS: Acute respiratory distress syndrome ; CsA: Cyclosporine; CTX: Cyclophosphamide; ENA: Extractable nuclear antigen; ILD: interstitial lung disease; IVIG: intravenous infusion of immunoglobulin; NA: PAP: Pulmonary alveolar proteinosis; Pred: Prednisone; 
