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Aicardi-Goutières syndrome (AGS) is a genetically determined encephalopathy demonstrating phenotypic
overlap both with the sequelae of congenital infection and with systemic lupus erythematosus (SLE). Recent
molecular advances have revealed that AGS can be caused by mutations in any one of five genes, most
commonly on a recessive basis but occasionally as a dominant trait. Like AGS, SLE is associated with a
perturbation of type I interferon metabolism. Interestingly then, heterozygous mutations in the AGS1 gene
TREX1, and the AGS5 gene SAMHD1, underlie a cutaneous subtype of SLE called familial chilblain lupus,
and mutations in TREX1 represent the single most common cause of monogenic SLE identified to date.
Evidence is emerging to show that the nucleases defective in AGS are involved in removing endogenously
produced nucleic acid species, and that a failure of this removal results in activation of the immune system.
This hypothesis explains the phenotypic overlap of AGS with congenital infection and some aspects of SLE,
where an equivalent type I interferon-mediated innate immune response is triggered by viral and self nucleic
acids respectively. These studies beg urgent questions about the development and use of immunosuppressive
therapies in AGS and related phenotypes.
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From reader reviews:

Jeffrey Thompson:

Do you have favorite book? For those who have, what is your favorite's book? Reserve is very important
thing for us to be aware of everything in the world. Each publication has different aim or maybe goal; it
means that e-book has different type. Some people really feel enjoy to spend their time to read a book. These
are reading whatever they acquire because their hobby will be reading a book. Consider the person who don't
like reading a book? Sometime, individual feel need book once they found difficult problem or even
exercise. Well, probably you will need this Pediatric Neurology Part III: Chapter 166. Aicardi-Goutières
syndrome (Handbook of Clinical Neurology).

Kathryn Sheffield:

The book Pediatric Neurology Part III: Chapter 166. Aicardi-Goutières syndrome (Handbook of Clinical
Neurology) make you feel enjoy for your spare time. You need to use to make your capable more increase.
Book can being your best friend when you getting strain or having big problem with the subject. If you can
make studying a book Pediatric Neurology Part III: Chapter 166. Aicardi-Goutières syndrome (Handbook of
Clinical Neurology) for being your habit, you can get far more advantages, like add your own capable,
increase your knowledge about many or all subjects. You can know everything if you like open and read a
book Pediatric Neurology Part III: Chapter 166. Aicardi-Goutières syndrome (Handbook of Clinical
Neurology). Kinds of book are several. It means that, science e-book or encyclopedia or some others. So ,
how do you think about this e-book?

Edith Macklin:

The reason why? Because this Pediatric Neurology Part III: Chapter 166. Aicardi-Goutières syndrome
(Handbook of Clinical Neurology) is an unordinary book that the inside of the book waiting for you to snap
it but latter it will distress you with the secret this inside. Reading this book beside it was fantastic author
who have write the book in such wonderful way makes the content inside easier to understand, entertaining
method but still convey the meaning totally. So , it is good for you for not hesitating having this any more or
you going to regret it. This excellent book will give you a lot of gains than the other book include such as
help improving your talent and your critical thinking way. So , still want to hold off having that book? If I
had been you I will go to the book store hurriedly.

Stacey Greene:

Many people spending their time period by playing outside together with friends, fun activity along with
family or just watching TV the whole day. You can have new activity to enjoy your whole day by examining
a book. Ugh, ya think reading a book can actually hard because you have to take the book everywhere? It all
right you can have the e-book, bringing everywhere you want in your Smartphone. Like Pediatric Neurology
Part III: Chapter 166. Aicardi-Goutières syndrome (Handbook of Clinical Neurology) which is obtaining the



e-book version. So , why not try out this book? Let's view.
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