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Incontinentia pigmenti (IP) is a rare X-linked dominant neurocutaneous disorder affecting ectodermal tissue:
skin, eyes, central nervous system, hair, nails, and teeth. It is usually lethal for males in utero. The involved
gene is NEMO, an essential component of the nuclear factor-kappa B (NF-κB) signaling pathway. Skin
lesions are highly diagnostic, occurring in neonates, with a particular distribution on Blaschko lines. The
severity of the disease is related to ocular and neurological impairment. The hallmark of ocular IP is retinal
vasculopathy including peripheral retinal vascular nonperfusion, macular infarction and neovascularization,
and preretinal neovascularization. CNS involvement consists of seizures, mental retardation, hemiparesis,
spasticity, microcephaly, cerebellar ataxia, and coma. It often occurs in neonates. Some patients have
persistent pharmacoresistant seizures throughout life. MRI findings consist essentially in: white-matter
lesions; scattered cortical neuronal necrosis; multiple cerebral infarctions; cerebral atrophy, hypoplasia of the
corpus callosum, encephalomalacia and neuronal heterotopia. A predominant role of vascular occlusive
phenomena in small vessels is highly suspected. In fact several intricate mechanisms could be discussed:
vascular, inflammatory, developmental mechanisms. Their role and predictive factors of IP CNS
involvement in neonatal IP need to be better understood to identify effective innovative therapies.
Hypomelanosis of Ito can occur in the neonate, infancy, or childhood, be isolated or diffuse, often following
the Blaschko lines, and can fade in childhood or adulthood. It is due to reduced melanin in the epidermis.
Eye, central nervous (mental retardation, epilepsy, language disabilities, motor system dysfunction,
psychiatric symptoms including autism – with frequent cortical malformations including
hemimegalencephaly and white matter involvement), and musculoskeletal systems can also be affected.
Mosaicism with various chromosomal rearrangements has been reported.
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From reader reviews:

Sonya Ewing:

Inside other case, little men and women like to read book Pediatric Neurology Part I: Chapter 40.
Incontinentia pigmenti and hypomelanosis of Ito (Handbook of Clinical Neurology). You can choose the best
book if you want reading a book. Providing we know about how is important a new book Pediatric
Neurology Part I: Chapter 40. Incontinentia pigmenti and hypomelanosis of Ito (Handbook of Clinical
Neurology). You can add know-how and of course you can around the world by the book. Absolutely right,
due to the fact from book you can know everything! From your country until finally foreign or abroad you
will be known. About simple factor until wonderful thing you may know that. In this era, we can easily open
a book or even searching by internet gadget. It is called e-book. You can use it when you feel uninterested to
go to the library. Let's learn.

Irving Carlin:

Book is actually written, printed, or created for everything. You can learn everything you want by a
publication. Book has a different type. As it is known to us that book is important thing to bring us around
the world. Alongside that you can your reading skill was fluently. A publication Pediatric Neurology Part I:
Chapter 40. Incontinentia pigmenti and hypomelanosis of Ito (Handbook of Clinical Neurology) will make
you to always be smarter. You can feel more confidence if you can know about everything. But some of you
think in which open or reading some sort of book make you bored. It is not make you fun. Why they could
be thought like that? Have you searching for best book or suitable book with you?

Jeri McKeen:

Reading a guide tends to be new life style on this era globalization. With reading through you can get a lot of
information that can give you benefit in your life. Having book everyone in this world can easily share their
idea. Ebooks can also inspire a lot of people. Many author can inspire their own reader with their story or
maybe their experience. Not only the story that share in the ebooks. But also they write about the data about
something that you need example. How to get the good score toefl, or how to teach children, there are many
kinds of book which exist now. The authors in this world always try to improve their expertise in writing,
they also doing some investigation before they write to the book. One of them is this Pediatric Neurology
Part I: Chapter 40. Incontinentia pigmenti and hypomelanosis of Ito (Handbook of Clinical Neurology).

Delois Dionisio:

A lot of publication has printed but it takes a different approach. You can get it by world wide web on social
media. You can choose the very best book for you, science, comedy, novel, or whatever by simply searching
from it. It is identified as of book Pediatric Neurology Part I: Chapter 40. Incontinentia pigmenti and
hypomelanosis of Ito (Handbook of Clinical Neurology). You can include your knowledge by it. Without
departing the printed book, it could possibly add your knowledge and make a person happier to read. It is



most essential that, you must aware about reserve. It can bring you from one destination to other place.
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