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The Niemann–Pick disease group is now divided into two distinct entities: (1) acid sphingomyelinase-
deficient Niemann–Pick disease (ASM-deficient NPD) resulting from mutations in the SMPD1 gene and
encompassing type A and type B as well as intermediate forms; (2) Niemann–Pick disease type C (NP-C)
including also type D, resulting from mutations in either the NPC1 or the NPC2 gene. Both Niemann–Pick
diseases have an autosomal recessive inheritance and are lysosomal lipid storage disorders, with visceral
(type B) or neurovisceral manifestations. The clinical knowledge is updated taking into account recent
surveys in large cohort of patients, particularly for type B and type C. The diagnosis of NP-C is often
delayed due to the wide spectrum of clinical phenotypes. Systemic manifestations, if present, always precede
onset of neurological manifestations. Most common neurological signs are vertical supranuclear gaze palsy,
cerebellar ataxia, dysarthria, dysphagia, and progressive dementia. Cataplexy, seizures, and dystonia are
other common features of NP-C. For both ASM-deficient NPD and NP-C, strategies for laboratory diagnosis
of patients and prenatal diagnosis are discussed. Recent progress towards enzyme replacement therapy in
type B patients and management of the neurological disease in type C patients are finally highlighted.
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From reader reviews:

Darlene Trevino:

As people who live in the actual modest era should be update about what going on or details even knowledge
to make these people keep up with the era that is certainly always change and move forward. Some of you
maybe will probably update themselves by reading books. It is a good choice for you but the problems
coming to you is you don't know which one you should start with. This Pediatric Neurology Part III: Chapter
176. Niemann-Pick diseases (Handbook of Clinical Neurology) is our recommendation to make you keep up
with the world. Why, as this book serves what you want and want in this era.

Robert Ryan:

Nowadays reading books become more and more than want or need but also become a life style. This
reading routine give you lot of advantages. Associate programs you got of course the knowledge even the
information inside the book that improve your knowledge and information. The data you get based on what
kind of book you read, if you want attract knowledge just go with knowledge books but if you want truly feel
happy read one with theme for entertaining including comic or novel. Typically the Pediatric Neurology Part
III: Chapter 176. Niemann-Pick diseases (Handbook of Clinical Neurology) is kind of reserve which is
giving the reader erratic experience.

Kathy Donnelly:

In this period of time globalization it is important to someone to get information. The information will make
someone to understand the condition of the world. The condition of the world makes the information better
to share. You can find a lot of recommendations to get information example: internet, newspaper, book, and
soon. You can observe that now, a lot of publisher that print many kinds of book. The book that
recommended for your requirements is Pediatric Neurology Part III: Chapter 176. Niemann-Pick diseases
(Handbook of Clinical Neurology) this guide consist a lot of the information in the condition of this world
now. This particular book was represented how can the world has grown up. The dialect styles that writer
make usage of to explain it is easy to understand. The particular writer made some research when he makes
this book. Honestly, that is why this book suited all of you.

Joseph Franson:

Is it a person who having spare time then spend it whole day simply by watching television programs or just
lying down on the bed? Do you need something totally new? This Pediatric Neurology Part III: Chapter 176.
Niemann-Pick diseases (Handbook of Clinical Neurology) can be the reply, oh how comes? A book you
know. You are so out of date, spending your spare time by reading in this brand-new era is common not a
geek activity. So what these textbooks have than the others?
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