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COMMENTS TO AUTHORS

Dr. Katayama reviewed studies about treatments for Alport syndrome using mouse model. It is
well-written and has the latest and comprehensive information on this area. I have 3 comments. 1.
In the section of pharmacological intervention, the authors described MMP inhibitor cocktail showed
dual effect on Alport mice from the paper of Zeiberg et al. It should be better to explain why MMP
inhibitor cocktail induce these dual reactions in Alport mice. 2. In the section of stem cell therapies,
the authors showed that a sublethal dose of irradiation without subsequent BMT improved the
survival of Alport mice from the authors” own study. How does irradiation improve the survival of
Alport mice? Brief explanation should be added. 3. The reference style the authors used is not
appropriate for this journal. Please read the instructions to authors of this journal and correct
references. For example, reference No 2, “Am ] Hum Genet. 1983 Nov;35 (6):1241-51.” should be
changed to “Am ] Hum Genet 1983;35:1241-1251"
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COMMENTS TO AUTHORS

General comments: The paper is a review regarding Alport's syndrome using a Mouse model.
Genetic-, pathogenetic- and therapeutic aspects are reviewed. Results from animal studies are the
central information. Little attention has been paid to Alport’s syndrome in humans. The paper is well
written and contains a large list of relevant references. The review does not contain new information,
but is useful since the present knowledge is updated regarding a mouse model.  Specific comments:
Abstract: The abstract must reflect the content of the paper. It is the mouse model and the effect of
intervention with therapies and genetics in mice, which is the purpose, not man. It must be rewritten.
Introduction: A paragraph should be included given information about the purpose of the review.
The five main sections in the paper: Pathogenesis, Mouse Model, Pharmacological Interventions,
Genetic approaches and Stam Cell Therapies are short sections comprising the present knowledge
with relevant references. Conclusion: It is out of focus. The topic of the review is a mouse model.
The conclusion is about treatment of patients. The content of the conclusion is not wrong. It is
well-known facts regarding Alport’s syndrome. However, the conclusion must, of course, refer to the
mouse model and the knowledge from animal experiments as dealt with in the paper.
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COMMENTS TO AUTHORS

Katayama et al. reviewed well the pathogenesis of Alport syndrome and its possible treatments in

animals and men at present. Please explain the sentence, “the ACE inhibitor was much more
effective than the ARB” in Col/4a3-/- mice more in detail. Are the effect of ACE inhibitors on Alport
syndrome really class effect? Is there any difference of effects among ACE inhibitors? “the distal
tubular membranes (TBMs)” should be “the distal tubular basement membrane (TBMs)”.




