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EDITORIAL 
 

2015 Relaunch as Open Access Pediatric Neurology Briefs 
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2Departments of Pediatrics and Neurology, Northwestern University Feinberg School of Medicine, Chicago, IL 
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Pediatric Neurology Briefs (PNB) has been 
published monthly since 1987 as a continuing education 
service designed to expedite and facilitate review of current 
medical literature concerning pediatric neurology. In 2015, 
PNB is relaunched as an open access, peer-reviewed, 
journal with an expanded editorial board.  PNB has a new 
website and content management system capable of 
organizing peer-review and providing improved indexing, 
DOI assignment, and online full-text article view.  
Digitization of back issues, archiving, and inclusion in 
PubMed are future goals.  The new online open access PNB 
aims to reach more physicians, researchers, and other 
healthcare providers with highlights of the latest advances in 
pediatric neurology and commentaries by specialists in the 
field. 

PNB has reviewed and referenced articles from 
over 200 journals since inception. So far, PNB consists of 
28 volumes with greater than 3200 articles, and includes 
10,000 citations referencing the works of approximately 
28,000 scholarly authors.  Prior to the advent of the internet, 
the Editor periodically compiled and published the PNB 
articles in book form with index, according to subject 
heading and in chronological order [1-3].  

In 2012, PNB became available online with the 
digital edition that was designed and introduced by Gordon 
T. Millichap, the interim Managing Editor. The new website 
allowed PNB to become a publishing partner with both the 
World Health Organization's HINARI Program and EIFL. 
These services provide equitable online access to the major 
journals in biomedical sciences for eligible not-for-profit 
health institutions and libraries, making PNB available in 
more than 100 developing countries, benefiting many 
thousands of health workers and researchers, and in turn, 
contributing to improve world health. 

In 2015, the new editorial board will select articles, 
invite authors, and oversee peer-review of all submitted 
articles. Source article criteria include recent publication in 
a peer-reviewed journal and a topic of clinical value to 
practicing pediatric neurologists. PNB covers a 
comprehensive group of subject areas related to progress in 
pediatric neurology including, but not limited to, Seizure 
[4], Muscle [5], Metabolic [6], Headache [7], and Heredo-
Degenerative Disorders [8].  Contributing Editors provide 
detailed summaries of published articles, followed by 
commentaries based on their experience and corroborated 

by appropriate supplementary citations. John J. Millichap 
becomes the journal Editor and is supported by J. Gordon 
Millichap, as Founding Editor, the Editorial Advisory 
Board, and invited expert Contributing Editors.  

Despite the changes in editorial structure and 
distribution, the mission of PNB remains the same: 
“Pediatric Neurology Briefs is a continuing education 
service designed to expedite and facilitate the review of 
current scientific research and advances in child neurology 
and related subjects.” The Editors of PNB are indebted to 
the enduring support of subscribers to the print version for 
the past 28 years and look forward to the addition of new 
readers of the open access journal. Comments and 
suggestions from readers are welcome and may be sent to 
the Editor at j-millichap@northwestern.edu. 
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MUSCLE DISORDERS 
 

Delay in Diagnosis of Duchenne Muscular Dystrophy 
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 Investigators from Johns Hopkins Hospital, 
Baltimore, MD, retrospectively reviewed 179 records of 
patients with Duchenne muscular dystrophy (DMD) 
evaluated between 1989 and 2012. Diagnosis was confirmed 
by genetic testing or muscle biopsy, and clinical data were 
complete in 107 patients. Cognitive delay (special education 
placement or delay in grade progression during primary 
school) was present in 45%, and a delay in walking (after 
the 16th month) in 42%. Cognitive delay and delay in 
walking were strongly associated (P<.0001). The severity of 
the motor phenotype assessed by age of lost independent 
ambulation was not associated with delay in walking or 
cognitive impairment. The mean age of lost independent 
ambulation was 10.9 years. The age of diagnosis for this 
cohort was not related to delay in walking or cognitive 
status. The mean age of diagnosis was 5.1 +/- 2 years. 
Neither the age of lost independent ambulation nor the age 
of diagnosis was associated with age of walking. A subject 
with DMD who walked at or after 16 months of age had 
three times the risk of also progressing more slowly in 
school. DMD should be considered in the differential 
diagnosis of global developmental delay. Age of walking is 
influenced more by cognitive delay than by motor 
phenotype. Earlier diagnosis may be possible. Serum 
creatine kinase (CK) should be considered for any preschool 
boy who begins to walk later than 16 months of age. [1] 
 
COMMENTARY. DMD is a disorder of progressive muscle 
weakness due to a mutation in the dystrophin gene leading 
to an absence of the dystrophin protein. In the muscle, 
dystrophin protein is a part of a complex that anchors the 
muscle cytoskeleton to the extracellular framework that 
resists mechanical stress thereby preventing injury. In the 
brain, possibly a signaling role predominates with presence 
of the full length dystrophin isoforms in the GABAergic 
synapses in the cortex, hippocampus and cerebellum [2] and 
short isoforms localizing to the glia.  Impaired full scale, 
verbal and performance intelligence quotients have been 
noted in large cohorts of DMD patients [3] along with 
comorbid psychiatric disorders such as ADHD (11-20%), 
Autism spectrum disorder (3-4%) and OCD (5-60%) [4].  

Mutations affecting short isoforms contribute to 
more cognitive delay than full-length isoforms where only a 

minimal frequency of intellectual impairment is noted [5]. 
Determining factor for cognitive abnormalities in DMD 
seems to be a differential cumulative loss of brain expressed 
isoforms determined by mutation patterns in the gene that 
seem to localize to a yet unknown glial role of brain 
dystrophin.  

There is ample evidence to suggest that the 
presence of dystrophin in the skeletal muscle and brain in 
DMD is associated with delay in walking and cognitive 
impairments. There are ongoing studies to ascertain a 
specific genotype-phenotype correlation for the known 
mutations with respect to walking and cognitive delays. In 
the interim, until newborn screening is in place for DMD, a 
simple laboratory test such as CK for all children with 
delayed walking (at least >16 months) and cognitive 
impairment will lead to early diagnosis, symptom 
management and with currently promising clinical trials, a 
treatment. 
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SEIZURE DISORDERS 
 
Continuous EEG in Critically Ill Children 
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Related Article: Herman ST, Abend NS, Bleck TP, Chapman KE, Drislane FW, Emerson RG, et al. Consensus Statement on Continuous 
EEG in Critically Ill Adults and Children, Part I: Indications. J Clin Neurophysiol. 2015. Epub 2015/01/30. 
Keywords: EEG; Critical Care; Pediatrics.

Investigators from the Critical Care Continuous 
EEG Task Force of the American Clinical Neurophysiology 
Society reported a consensus statement on indications for 
the use of critical care continuous electroencephalographic 
monitoring (ccEEG) in adults and children [1]. The 
consensus statement is based on observational trials and 
expert opinion, and defines indications for ccEEG with the 
goal of early identification and treatment of neurologic 
pathologies that might not be apparent by clinical exam 
alone. This statement also provides recommendations for 
ccEEG duration, as well as review and interpretation 
frequency. ccEEG is recommended for the identification of 
non-convulsive seizures (NCS) and non-convulsive status 
epilepticus (NCSE) [2]. Specific populations at risk for NCS 
or NCSE include patients with persistent alteration of 
mental status after an acute supratentorial brain injury, after 
generalized convulsive status epilepticus or clinical seizures, 
or with encephalopathy of unknown etiology. ccEEG is also 
recommended in at-risk patients that require pharmacologic 
neuromuscular blockade, in patients with periodic 
discharges on a  routine or emergent EEG, and for titration 
of continuous intravenous anticonvulsants or 
pharmacologically-induced coma.   

 Assessment of the electrographic background with 
ccEEG may also help predict outcome in a range of acute 
neurologic conditions, and could allow for early detection 
and treatment of cerebral ischemia in at-risk patients. 
ccEEG recording for at least 24 hours is recommended in 
most cases, although the authors acknowledge that there 
may be situations where shorter or longer periods of 
recording are necessary. Review of ccEEG by technologists 
is suggested as often as feasible, with interpretation by 
neurophysiologists at least twice daily. [1] 
 

COMMENTARY. Observational studies in both 
pediatric and adult intensive care units have found frequent 
NCS and NCSE in critically ill patients, with rates of 
electrographic seizure ranging from 10 to 40% in children 
[3,4]. While the use of ccEEG is increasing, ccEEG 
indications, duration and review frequency vary 
considerably between institutions [5]. In part, this reflects 
the limitations of the current literature; although studies 
suggest an association between electrographic seizure 

burden and poor outcomes in critically ill children [6], no 
randomized, controlled trials have examined the impact of 
ccEEG use on seizure control or patient outcomes. ccEEG 
can be resource-intensive, and institutions have developed 
varying strategies for the allocation of these resources in the 
absence of high-quality data to guide patient management.  

This consensus statement provides a valuable 
starting point for development of ccEEG protocols based on 
the best currently available evidence. The clinical impact of 
ccEEG on seizure management and patient outcome remains 
an important area of ongoing research.  
 
Disclosures 
The author(s) have declared that no competing interests exist. 
 
References 
1. Herman ST, Abend NS, Bleck TP, Chapman KE, Drislane FW, Emerson 

RG, et al. Consensus Statement on Continuous EEG in Critically Ill 
Adults and Children, Part I: Indications. J Clin Neurophysiol. 2015. 
Epub 2015/01/30. http://dx.doi.org/10.1097/wnp.0000000000000166. 
PubMed PMID: 25626778. 

2. Abend NS, Arndt DH, Carpenter JL, Chapman KE, Cornett KM, 
Gallentine WB, et al. Electrographic seizures in pediatric ICU patients: 
cohort study of risk factors and mortality. Neurology. 2013;81(4):383-
91. http://dx.doi.org/10.1212/WNL.0b013e31829c5cfe. PubMed PMID: 
23794680. 

3. Abend NS, Wusthoff CJ, Goldberg EM, Dlugos DJ. Electrographic 
seizures and status epilepticus in critically ill children and neonates with 
encephalopathy. Lancet Neurol. 2013;12(12):1170-9. http://dx.doi.org/ 
10.1016/S1474-4422(13)70246-1. PubMed PMID: 24229615. 

4. Piantino JA, Wainwright MS, Grimason M, Smith CM, Hussain E, 
Byron D, et al. Nonconvulsive seizures are common in children treated 
with extracorporeal cardiac life support. Pediatr Crit Care Med. 
2013;14(6):601-9. http://dx.doi.org/10.1097/PCC.0b013e318291755a. 
PubMed PMID: 23823196.  

5. Abend NS, Dlugos DJ, Hahn CD, Hirsch LJ, Herman ST. Use of EEG 
monitoring and management of non-convulsive seizures in critically ill 
patients: a survey of neurologists. Neurocrit Care. 2010;12(3):382-9. 
http://dx.doi.org/10.1007/s12028-010-9337-2. PubMed PMID: 
20198513; 

6. Payne ET, Zhao XY, Frndova H, McBain K, Sharma R, Hutchison JS, et 
al. Seizure burden is independently associated with short term outcome 
in critically ill children. Brain. 2014;137(Pt 5):1429-38. 
http://dx.doi.org/.1093/brain/awu042. PubMed PMID: 24595203; 

 

 

 
 

StatTag is a free plug-in for conducting reproducible 
research and creating dynamic documents using 
Microsoft Word with the Stata and SAS statistical 
software (future versions will work with R).  
 
StatTag allows users to embed statistical output 
(estimates, tables, and figures) within Word and provides 
an interface to edit statistical code directly from Word. 
Statistical output can be individually or collectively 
updated from Word in one-click with a behind-the-scenes 
call to the statistical program.  
 
With StatTag, modification of a dataset or analysis no 
longer entails transcribing or re-copying results in to a 
manuscript or table. 
 
The StatTag plug-in, as well as the user’s guide and video 
tutorials, are available at:   

 
www.stattag.org  

 
StatTag was developed at Northwestern University Feinberg School of Medicine with funding from 

Northwestern University Clinical and Translational Sciences Institute (UL1TR001422). Please cite StatTag 
in all publications where the software has assisted in the manuscript preparation. Citing the software 
gives us the tools to measure the impact of the software and track the ways in which it is being used. 

 
Welty, L.J., Rasmussen, L.V., & Baldridge, A.S. (2016). StatTag. Chicago, Illinois, United States: Galter 

Health Sciences Library. doi:10.18131/G36K76 

To more widely disseminate their statistical software 
package, Leah Welty, Luke Rasmussen and Abigail 
Baldridge decided to upload a description of their 
software to DigitalHub. Users who view the 
description are given a direct link to the software. 

StatTag
[software description]

View Interesting Collections

Statistical considerations 
in basic science sex 
inclusive research
[guideline]

To make their research more openly 
available, Denise Scholtens and Leah 
Welty uploaded their guidelines for sex 
inclusive research to DigitalHub. This
openly available information is valuable 
to furthering inclusive research.

Monica Laronda and Adam Jakus, a reproductive biologist and a 
materials scientist and engineer, teamed up to help cancer 
survivors who struggle to conceive children. The image centers 
on a mouse ovarian follicle (in purple). An ovarian follicle is made 
up of a developing egg and its surrounding support cells. Normally 
follicles develop within healthy ovaries, but they can be damaged 
by harsh cancer therapies. [First Place, 2015]
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Special Snowflake
This image is by Michael Whittaker. Scientists can press pause on cells 
in action by rapidly freezing them. The cells must be frozen incredibly 
quickly -- within the blink of an eye. If the freezing process is too slow, 
the water inside (which makes up most of the cell) forms ice crystals.
This microscopic image shows the very early stages of one such 
snowflake growing. If left to grow each of the six, symmetrical points 
would continue to branch out, developing into an intricate snowflake 
visible to the naked eye. [Third Place, 2015]

Chaos to Order
This image by James Hedrick shows two materials sandwiched 
together. The bottom layer is a rubbery gel; it expands when 
heated and shrinks when cooled. The top layer is incredibly thin 
glass.Materials scientists heat the gel to extremely hot 
temperatures (392 degrees Fahrenheit) and then create a thin 
layer of glass on the surface. As the gel shrinks it pulls the glass 
sheet into a wrinkly pattern. The glass ridges ripple in yellow; 
the darker spots are the valleys in between.This sandwiching 
process was invented at Northwestern University to develop 
new, microscopic instruments and tools. [Second Place, 2015]
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To preserve her scholarship for the long term 
and make it more accessible, Pamela Shaw 
uploaded a copy of her Northwestern University 
masters thesis to Digitalhub.

Study of Epstein Barr 
virus glycoprotein 42 and 
virus contribution to 
Burkitt Lymphoma 
pathogenesis utilizing 
bioinformatics tools
[masters thesis]

Representations of data tables from publications by:  
Sun Q, Cornelis MC, Townsend MK, Tobias DK, Heather Eliassen A, 
Franke AA, Hauser R, Hu FB. Association of urinary concentrations 
of bisphenol A and phthalate metabolites with risk of type 2 diabetes: 
A prospective investigation in the nurses' health study (NHS) and NHSII 
cohorts. Environ Health Perspect. 2014;122(6):616-23. 

Data from studies on 
the epidemiology of 
coffee
[summary statistics]

To make her data open to other 
researchers, Marilyn Cornelis 
uploaded several data files to 
DigitalHub. 
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