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Severe myoclonic epilepsy in infancy (SMEI) is arare disease, characterized by febrile and afebrile,
generalized and unilateral, clonic or tonic—clonic seizures that occur in the first year of lifein an otherwise
apparently normal infant. They are later associated with myoclonus, atypical absences, and partial seizures.
Developmental delay becomes apparent within the second year of life and is followed by definite cognitive
impairment and personality disorders of variable intensity. In the borderline form, children do not present
with myoclonic symptoms but have the same general picture. SMEI is a channelopathy and the genetic
studies have shown a mutation in the SCN1A genein 70 to 80% of the patients, including the borderline
forms. At present, there are no well-established correl ations between genotype and phenotype. The
electroencephalograms, often normal at the onset, display both generalized and focal anomalies, without a
specific electroencephal ographic pattern. As arule, neuroimaging is normal. All seizure types are resistant to
antiepileptic drugs and status epilepticus is frequent. Some drugs have been shown to aggravate the seizures
and must be avoided. Two recent drugs have been proved to partially control the convulsive seizures and the
status epilepticus. Therefore, it is crucial to diagnose this epilepsy soon after its onset in order to prescribe
the most appropriate treatment.
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From reader reviews:
Paul Flynn:

Pediatric Neurology Part I: Chapter 65. Dravet syndrome (severe myoclonic epilepsy in infancy) (Handbook
of Clinical Neurology) can be one of your basic books that are good idea. We recommend that straight away
because this book has good vocabulary that can increase your knowledge in vocab, easy to understand, bit
entertaining but still delivering the information. The author giving his’her effort to place every word into
delight arrangement in writing Pediatric Neurology Part |: Chapter 65. Dravet syndrome (severe myoclonic
epilepsy in infancy) (Handbook of Clinical Neurology) yet doesn't forget the main place, giving the reader
the hottest and based confirm resource details that maybe you can be one of it. This great information can
easily drawn you into completely new stage of crucial considering.

Geraldine Bagley:

Areyou kind of stressful person, only have 10 as well as 15 minute in your morning to upgrading your mind
ability or thinking skill perhaps analytical thinking? Then you are experiencing problem with the book as
compared to can satisfy your short period of timeto read it because this all time you only find reserve that
need more time to be examine. Pediatric Neurology Part |: Chapter 65. Dravet syndrome (severe myoclonic
epilepsy in infancy) (Handbook of Clinical Neurology) can be your answer since it can be read by you
actually who have those short extra time problems.

Stephen Ross:

Reading a book to become new life style in this year; every people lovesto learn a book. When you examine
abook you can get awide range of benefit. When you read textbooks, you can improve your knowledge, due
to the fact book has alot of information on it. The information that you will get depend on what kinds of
book that you have read. If you need to get information about your examine, you can read education books,
but if you act like you want to entertain yourself you can read a fiction books, these us novel, comics, and
soon. The Pediatric Neurology Part |: Chapter 65. Dravet syndrome (severe myoclonic epilepsy in infancy)
(Handbook of Clinical Neurology) will give you new experience in reading through a book.

Amy Muéller:

Y ou are able to spend your free time to see this book this e-book. This Pediatric Neurology Part |: Chapter
65. Dravet syndrome (severe myoclonic epilepsy in infancy) (Handbook of Clinical Neurology) issimple
bringing you can read it in the playground, in the beach, train as well as soon. If you did not include much
spaceto bring typically the printed book, you can buy often the e-book. It is make you quicker to read it.
Y ou can save typically the book in your smart phone. Therefore there are alot of benefits that you will get
when one buys this book.
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