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Reviewer #1:

Dear authors, Thank you for this interesting case report. | have proposed some changes and
had some questions | have added directly to the revised manuscript. However, the most
intriguing part for me is that | think that the diagnosis of the patient as having TTP is not clear
enough, as well as the genetic testing report. | think these warrant some clarification.
Answer: Thanks for your suggestion. The patient in our case showed negative result of
ADAMS13, however not meet the diagnosis criteria of TTP ™. We modified the discussion part
on page 8. We also added detailed explanation of genetic testing report on page 6 (“Further
diagnostic work-up” part).

Reviewer #2:

Scientific Quality: Grade C (Good)

Language Quality: Grade B (Minor language polishing)

Conclusion: Major revision

Specific Comments to Authors: This MS is a well-written, potentially interesting case report.
Some concerns are arisen which should be addressed adequately.

1. Hemophagocytic lyphohistiocytosis as an initial presentaion of SLE has already been
reported. Thus, it is needed to clearly describe what kind of points are novel.

Answer: We appreciate your comments very much and agree with you. SLE is an autoimmune
condition that is strongly associated with HLH 2. In SLE patients, the estimated prevalence of
co-occurrence of sSHLH has been reported to be 0.9%-4.6% [,

The novelty of our case report is that this is the first case of an SLE patient with a disease course
accompanied by sHLH, thrombotic microvascular disease, and infection. As a rare case of a
young female with SLE accompanied by HLH. The patient presented with TMA and infection
on the second admission to our hospital, which was an essential reminder for clinicians during
treatment of SLE patients complicated with HLH. Besides, we also did whole exon gene
sequencing to screen for genetic diseases and found positive mutations in LYST gene, ATM
gene and FERMT1 gene. We have added the statement on page 8 (discussion part).

2. It is nice to use a table which summarized previously reprted cases with the same condition.
The authors should discuss the similarity and diferrences between prreviously reported cases
and this case.

Answer: Thanks for your suggestion. The previous study has systematically reviewed the
characteristics of patients with SLE and MAS . The study demonstrated that MAS
development in SLE patients led to highly intensive care unit admissions and in-hospital
mortalities with presence of infection, and thrombocytopenia. Similar to the review, the patient
in our case report showed dramatically increased levels of ferritin, which formed an important
part of the diagnostic criteria. We have added the statement on page 8 to page 9 (discussion
part).

3. Why this patient develop this condition? In-depth soeculation should be represented.
Answer: Because of methylprednisolone and immunosuppressant treatment, the patient
presented with infection and TMA, which was an essential reminder for clinicians during



treatment of SLE patient complicated with HLH. We have added the statement on page 7.

Reviewer #3:

Scientific Quality: Grade B (Very good)

Language Quality: Grade A (Priority publishing)

Conclusion: Accept (General priority)

Specific Comments to Authors: Please add more explanation about genetic testing and
recommendation for genetic testing for patients with SLE and suspected HLH

Answer: Thanks for your suggestion. We also added a detailed explanation of the genetic
testing report on page 6 (Further diagnostic work-up part).
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