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CNS complication of malignancy

M.T. Arzanian: Pediatric Oncologist, Shahid Beheshti University of
Medical Sciences

The CNS complications of malignant disease can be divided into those
which are a direct or indirect result of the malignant process, and those
which can be attributed to chemotherapy. Imaging plays an important role
in the evaluation of patients with suspected CNS complications. When
imaging findings are nonspecific, correlation with clinical and laboratory
studies are often necessary to arrive at the correct diagnosis. In the
leukemic patient with neurological symptoms, the differential diagnosis
includes many possible considerations, such as direct CNS spread as well
as cerebrovascular, infectious, or treatment related complications. More
than one lesion may coexist.

Neurotoxicity is a common complication during cancer chemotherapy.
It is estimated that 3-10% of children with acute lymphoblastic leukemia
(ALL) experience acute, transient neurotoxicity during induction
chemotherapy. Fatal acute neurotoxicity is rarely encountered.
Neurological evaluation of children with ALL at diagnosis and during
treatment is of value in order to diagnose neurological complications early
so that appropriate intervention can be adopted.

Neurocognitive sequelae of treatment for childhood cancer occur as a
consequence of radiation to the whole brain or systemic therapy with high-
dose methotrexate or cytarabine or with intrathecal methotrexate and
other agents. Children with a history of brain tumors, ALL, or non-Hodgkin
lymphomare most likely to be affected. Risk factors include increasing
radiation dose, young age at the time of treatment, treatment with both
cranial irradiation and systemic or intrathecal chemotherapy, and female
gender

Classification of CNS complication in leukemia:

1)Direct leukemic involvement of the Central Nervous System:

a)Meningeal leukemic infiltration

b)Mimics of leukemic meningeal disease (chemical
arachnoiditis/ meningitis-ie. secondary to intrathecal chemotherapy)

c)Nonmeningeal disease: (chloroma)

2)Other CNS disease related to underlying and secondary effects of
malignancy:

a)Hematologic/ Cerebrovascular (Intracranial hemorrhage, Sinovenous
thrombosis, Cerebral infarction)

b)Paraneoplastic Syndromes (Progressive necrotizing myelopathy)

c)Infection (brain abscess, encephalitis, meningitis)

3)Direct effect of chemotherapy or radiation therapy:

Diffuse necrotizing leukoencephalopathy



Mineralizing microangiopathy

Other brain effects of chemotherapy (vasospasm)
Cerebellar degeneration secondary to Cytarabine
Chemotherapy induced (necrotizing) myelopathy
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Epilepsy surgery in children; case report and review

Ali A. Asadi-Pooya: MD. Epileptologist, Jefferson Comprehensive
Epilepsy Center, Department of Neurology, Thomas Jefferson University,
Philadelphia, USA

A 15-year-old, right-handed man presented for evaluation and
treatment of uncontrolled seizures. His seizures began at 8 years of
age. His first seizure was a generalized tonic-clonic seizure, and
shortly after he started having auras described as feeling dizzy or
lightheaded without any impairment in consciousness. He also had
a third type of seizure. These were complex partial seizures and
occurred mostly during the day with aura of a foggy sensation or
difficulty getting his thoughts together, followed by staring, a smile,
speech difficulty, either cannot speak at all or mumbles, with
impairment in consciousness, lasting 1-2 minutes. There was
minimal post-ictal confusion. These occurred 2-3 times per day. His
previously failed medications include lamotrigine, carbamazepine,
oxcarbazepine, phenytoin, levetiracetam, and zonisamide. His
diagnosis was localization-related epilepsy with medically refractory
complex partial seizures; localization was uncertain based upon
history and examination. Interictal EEG showed frequent right
anterior to mid temporal spikes and sharp waves and ictal EEG
showed right temporal seizures. MRI was normal and Interictal PET
scan showed hypometabolism in the superior right temporal lobe
along the sylvian fissure. The data suggested a right temporal
neocortical focus, in the anterior to midtemporal lobe, with EEG
and PET both implicating the right temporal lobe. We planned a
right temporal resection with intra-operative electrocorticography. I
will discuss the possibility of doing epilepsy surgery with limited
resources (in developing countries).
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Electroacoustic and electrophysiological studies in children
with a history of hyperbilirubinemia

F.Ashrafzadeh, M.Reza Tale, A.Asghar Raouf, A.Akbar Raouf

Background: Indirect hyperbilirubinemia during the neonatal
period is known to be an important risk factor for auditory
impairment. Electroacoustic and electrophysiologic tests can detect
injuries early, and guidance to proper managemen.

Method: Sixty five children 29 girls and 36 boys with age range
of 1 to 39 months, with a history of neonatal hyperbilirubinemia
were studied in Pezgvac audiology center referred to evaluate
auditory system. The "transient evoked otoacoustic emission",
"acoustic reflex", "auditory brainstem response'" and "auditory
steady-state response” tests were performed for each child after
completing a history form.

Results: The mean score of bilirubin was 27.33+4.95 mg/dl
(range: 22-45 mg/dl). It was lower than 25 mg/dl in 23%, between
25-30 mg/dl in 40% and more than 30 mg/dl in 37% of children.
32.3% of children with 25.10£2.11 mg/dl bilirubin score didn’t
receive any therapeutic intervention. Phototherapy was taken for
53.8% of children with 28.14+4.31 mg/dl bilirubin score, and
blood exchange was performed in 13.9% of children with
33.75%£5.90 mg/dl bilirubin score. 30.7% had history of birth
asphyxia and 13.8% were preterm. Transient evoked otoacoustic
emission was recordable in 67.7% of cases in frequencies lower
than 2 KHz. The normal result in "acoustic reflex", "auditory
brainstem response" and "auditory steady state response" tests was
shown just in 26/ 1% of cases. Moderate to profound sensory neural
hearing loss in 32.3% of cases and auditory
neuropathy/dys-synchrony in 41.6% of children were revealed too.

Conclusion: Conducting auditory physiologic tests sensitive to
hyperbilirubinemia place of injury are necessary to inform of
functional effects and severity of disorders and select appropriate
therapeutic methods to decrease bilirubin level and prevent
permanent brain damage. Because auditory neuropathy/dys-
synchrony is shown in high percents of hyperbilirubinemic
neonates, the "otoacoustic emission" and "auditory brainstem
response" are essential tests to identify and don't miss these
children in the screening programs specially.
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Key words: Neonatal hyperbilirubinemia, Otoacoustic emission,
Auditory brainstem response, Auditory steady state response,
Auditory neuropathy/dys-synchrony.
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Childhood Guillian-Barre syndrome

M. Barzegar: MD. Professor of Pediatric Neurology, Tabriz Children
Hospital-Tabriz University of Medical Sciences

The Guillian-Barre syndrome (GBS) is characterized by the acute
onset of rapidly progressive, symmetric muscle weakness with
absent or decreased deep tendon reflexes. GBS is the most common
cause of acute flaccid paralysis in childhood, with an incidence of
0.6-4 per 100 000 population per year. The clinical features are
distinct and taking a history and an examination generally lead to
the diagnosis that can then be confirmed by supportive laboratory
tests and electrodiagnostic studies. The major considerations in
differential diagnosis include transverse myelities, toxic neuropathy,
tick paralysis, infantile butolism and myasthenia gravis. Although
most children with GBS have a relatively benign clinical course,
some become very ill and require intubation with intensive care
monitoring.Immunomodulating treatment shuoud be used for any
child who loses the ability to walk.

Key words: Guillian-Barre syndrome, acute flaccid paralysis,
childhood.
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Association between
Serum interleukin-6 levels and severity of perinatal asphyxia

Hassan Boskabadi: Department of Pediatric, Assistant Professor,
Neonatologist, Neonatal Research Center, Mashhad University of Medical
Sciences

Jalil Tavakol afshari: Department of Immunology, Associated Professor, Immunology
research center, Bu—Ali research institute Mashhad University of Medical Sciences

Majid Ghayour—-Mobarhan: Cardiovascular research center, MUMS, Mashhad, Iran
Gholamali Maamouri, Department of pediatric, Professor of pediatrics, Neonatalogist,
Ghaem hospital, Mashhad University of Medical Sciences

Mohammad—Taghy Shakeri: Community Medicine and Public Health, Assistant Professor
of Biostatistics, Ghaem hospital, Mashhad University of Medical Sciences

Background: Prinatal asphyxia is a serious event which can
harm a fetus or newborn baby. The aim of this study was to define
the predictive values of serum concentrations of interleukin -6(IL-6)
with severity of perinatal asphyxia.

Design and methods: This was a prospective (case-control)
study conducted between June 2007 and July 2008, Ghaem
Hospital, Mashhad- Iran. Serum IL-6 levels were measured at first,
second and third days of life in 37 consecutive uninfected newborns
with perinatal asphyxia and 45 randomly selected healthy
newborns.

Results: Serum IL-6 concentrations in the infants who developed
hypoxic-ischemic encephalopathy was 43 fold as the values in the
normal infants (p<0.001) and 1.9-fold as high as those in the
infants with asphyxia who did not develop hypoxic-ischemic
encephalopathy (p<0.001).There was also a significant relationship
between interleukin-6 and the degree of hypoxic-ischemic
encephalopathy, and between interleukin-6 and
neurodevelopmental outcome at discharge time.

Conclusions: Serum levels of IL-6 increase considerably after
birth asphyxia, and that these increases were more pronounced in
the infants with severe clinical course and short poor prognosis.

Key words: Hypoxic- ischemic encephalopathy, Interleukin-6,
Newborn, Perinatal asphyxia.
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Migraine or myasthenia; this is the question

Reza Boostani: MD. Assistant professor of neurology, Mashhad University
of Medical Sciences

Case presentation: The patient is a 16 years old female who has
had the attacks of diplopia and ptosis since she was 12 years old.
She went under corticosteroid and mestinone, at first, by a
neurosurgeon resulting in total improvement of her symptoms. As,
she had a good response to medications, with the diagnosis of
myasthenia gravis, she did a C.T Scan of mediastinum and because
of an enlarged thymus she went under thymectomy. After
thymectomy she was referred to a neurologist for tapering the dose
of corticosteroid. However, by doing that her symptoms exacerbated
again, diplopia and ptosis.

At this stage the diagnosis of myasthenia went under question
and another medical history of her disorder was taken again. It got
clear that she had unilateral headache accompanied with nausea,
vomiting, photophobia and phonophobia since she was 12 years
old. In the majority of attacks, immediately before headaches, she
had diplopia and ptosis for a few minutes, and then headaches
started and continue for a few hours. Gradually the headaches got
milder and appeared after episodes of diplopia and ptosis. The
interesting thing is that symptoms had a good response to high
dose of steroids (30 mg/day). In her medical history we find out that
her mother and aunt also have had similar medical history.

At the time, the patient had a negative repetitive nerve
stimulation test, which was considered to be from taking of
mestinone.

Any way after the recurrence of symptoms due to discontinuing
the steroid totally, the patient went under Amitriptyline (25 mg/day)
with the diagnosis of ophtalmoplegic migraine and now she is totally
symptom free.

Conclusion: Ophtalmoplegic migraine which sometimes has a
good response to steroids should always be in the differential
diagnosis of myasthenia gravis, especially when the aura is more
dominant than headaches (aura without migraine).
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Risk factors in prediction of outcome of neonatal asphyxia

Mojgan Bayat—Mokhtari: Pediatrician, Fellowship of neonatology,
Mashhad Islamic Azad University

Saeide Tarvij—Eslami: Pediatrician, Mashhad Islamic Azad University

Malihe Teimori: Nurse, 22 bahman hospital, Mashhad Islamic azad university

Background: Birth asphyxia accounts for about 19% of the
approximately S5 million neonatal deaths that occur each year
worldwide. Neonatal asphyxia can causes epilepsy, cerebral palsy,
learning disability, behavioral disorder and mental retardation in
later age's. This study was planned for determining demographic
conditions and risk factors analysis for prediction of mortality of
neonatal asphyxia.

Materials and methods: This descriptive study was done on 70
neonates with the diagnosis of asphyxia whom admitted in neonatal
intensive care unit (NICU) of 22 Bahman hospital, Mashhad islamic
azad university, Mashhad, Iran, from March2005 to December
2007. Patients divided in two groups, group 1 consist of20 neonates
that expired and group 2 consist of 50 neonates that were alive and
then discharged from hospital.

Results: Mortality rate was 28.5 %( 20 cases). There was 26
(37.1%) female and 44(62.9%) male totally. In group 1 there was
55% males and in group two 62.9% males (p=0.42).

Mean gestational age in groupl was 37.6+2.6 weeks and in
group2 was 37+2.3weeks (p=0.36). Mean birth weight in group 1
was 2897+607 gm and in group2 was 2900+616 gm (p=0.98).

Cesarean section was done in 55% of groupl and 50% of group 2
(p=0.79).

Mean PH of radial artery blood was 7.2+0.2 in group 1 and
7.3£0.1 in group 2(p=0.06). Mean Apgar of first minute was 3.7+2.3
in group 1 and 5.9%£2.2 in group 2(p=0.001). Secondary apnea and
need for prolonged mechanical ventilation was 100% in group 1 and
12% in group 2(p=0.001).

Conclusion: Apgar of first minute and secondary apnea were
more significant for prediction of outcome than other factors in
neonatal asphyxia.

Key words: Hypoxi, I[schemia, Asphyxia, Outcome.
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Approach to acute generalized weakness

Elham Bidabadi: MD. assistant professor of child neurology, Guilan
University of medical sciences

The sudden onset or rapid evolution of generalized flaccid
weakness in the absence of symptoms of encephalopathy is always
due to disorders of the motor unit.

The most important causes of acute generalized weakness are
infectious disorders, metabolic disorders, neuromuscular blockade,
and periodic paralysis.

Acute inflammatory demyelinating polyradiculoneuropathy (AIDP
is the most common.

The most important causes of infectious disorders are acute
infectious myositis, acute inflammatory demyelinating
polyradiculoneuropathy, acute motor axonal neuropathy, chronic
inflammatory demyelinating polyradiculoneuropathy, and viral
infections.

Disorders of neuromuscular blockade are  Botulism,
corticosteroid-induced quadriplegia, Tic paralysis, and intensive
care unit weakness.

Periodic paralysis divided into three groups: hypokalemic-
hyperkalemic-and normokalemic periodic paralysis.

The most important cause of metabolic disorders with the
symptoms of acute flaccid paralysis of children is Andersen
syndrome.
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Screening for hepatorenal tyrosinemia (tyrosinemia type 1):
quantification of succinylacetone by tandem mass spectrometry

Michael Peter: Screening—Laboratory Hannover, Germany

False-positive and false-negative results occur in current
newborn-screening programs for hepatorenal tyrosinemia, which
measure tyrosine concentrations in dried blood spots, sometimes in
combination with other metabolites. Our experience with a method
for succinylacetone quantification in routine newborn screening will
be presented.

Succinylacetone was extracted from blood spots that had already
been extracted with absolute methanol for acylcarnitine and amino
acid analysis. The solvent was acetonitrile-water (80:20 by volume)
containing formic acid, hydrazine hydrate, and 10 nmol/L 5,7-
dioxooctanoic acid as internal standard. Analysis was performed by
tandem mass spectrometry in a separate run.

Of 61,344 samples, 99.6% had succinylacetone concentrations <
5 umol/L. With a cut-off of 10 umol/L, no false-positive results were
obtained. In 2 samples, the succinylacetone concentrations in the
dried blood spots from the 36th and 56th hours of life were 152 and
271 umol/L, respectively, and the tyrosine concentrations were 54
and 129 pmol/L. Hepatorenal tyrosinemia was subsequently
confirmed.

Tandem mass spectrometric quantification of succinylacetone
directly from residual blood spots is a useful method for the early
detection of hepatorenal tyrosinemia in newborn-screening
programs.



Target diseases: Inborn Errors of Metabolism and
Endocrinopathies

Khalil Baradaran: PHD of chemistry, Dr Wagner Lab, Gottingen
Germany.

I discuss about metabolic screening in neonates in Germany:

A- Disorder of amino acids metabolism: (tandem mass
spectrometry=TMS)

(Aminoazidopathien)

Phenylketonuria (PKU) and Hyperphenylalaninemia (HPA)

Maple syrup disease (MSUD)

B1- Disorder of B-oxidation of fatty acids: (tandem mass
spectrometry=TMS)

Medium-Chain-Acyl-CoA-Dehydrogenase-Deficiency (MCAD)

Long-Chain-3-OH-Acyl-CoA-Dehydrogenase-Deficiency (LCHAD)

Very-Long-Chain-Acyl-CoA-Dehydrogenase-Deficiency (VLCAD)

B2- Disorder of carnitine metabolism: (tandem mass
spectrometry=TMS)

(Carnitine cycle defects)
Carnitin-Palmitoyl-Transferase-I-Mangel (CPT-I)
Carnitin-Palmitoyl-Transferase-II-Mangel (CPT-II)
Carnitin-Acylcarnitin-Translokase-Mangel
C-Disorder of organic acids (Organoazidopathien): (tandem mass

spectrometry=TMS)

Isovaleric acidemia (enzyme deficiency of isovalery-CoA-
dehyrogenase, result: ratio of Concentration of isovalerylcarnitin
(CS) to acetylcarnitin = high

10) Glutaric aciduria Typ 1 (glutaric acidemia)

(Propion and methylmalonic acidemia, MCC- deficiency, 3-
ketothiolase-deficiency)

D- Defects of urea cycle (tandem mass spectrometry=TMS)

11) Citrullinemia (Citrullindmie) Citrullin
12) Argininosuccinat-deficiency (ArgSucc)

E- Important Hormons:

Primary Hypothyroidism (TSH)

Adrenogenitale syndrome (AGS 21-Hydroxylase deficiency)

F- Emzymactivity:

Biotinidase deficiency
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Galaktosamie (GALK, GALE, GALT) or (Alternativ: galactose and
GALT-Activity)

G- Cystic fibrosis (immunoreactive trypsinogen) = Mukoviszidose
(until 3-4 months old)

Testprinzip: 1,2,3,4,5,6,7,8,910,11, 12 = Tandem mass
spectromety / 13 = Sandwich-Immunoassay / 14,=Immunoassay /
15, 16 = Photometry

A-G: Screenig Program

Part-II

1) Further one belonging to the organic acid in Urin (GC / MS)

2) One belonging to the Fatty acid in Serum (GC / MS)

3) Steroid profiles (LC-MS/MS)

4)Cystsche Fibrese=Mukoviszidose (Trypsin concentration;
Sandwich-Immunoassay)

Please comment your ideas about the Packet.
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Gastrointestinal problems in developmental delayed children
Simin Partovi: MD. Professor of Pediatrics, Medical University of Mashhad

G.I. Problems are seen in 25-45 percent of Normal and in 89
percent of developmental delayed or cerebral palsy (CP) patients.

Poor sucking, poor feeding, dysphagia to solid foods, cyanosis
and choking, GI reflux and dysmotility are the common
complications in these patients.

In CP children, 50 percent of food and energy is lost because of
poor hand and mouth coordination, inadequate lip closure,
drooling, etc.

The stomach brings all foods to iso osmolarity based on the
number of molecules in the feed, so higher volume normal feeds are
better than low volume concentrated feeds. Hydrolysate proteins
help to gastric emptying.

Stress (physical or emotional) delays gastric emptying and
progress to pathologic GERD, because of vicious cycle of increasing
regional blood flow and local prostaglandins mucosal permeability
and inflammation GERD.

Malnutrition, aspiration, cough, asthma are seen in GERD.

Esophagitis delayed gastric emptying, dental caries, halitosis,
chronic constipation, chronic diarrhea and malabsarbsion,
helminthic and helicobacter pylori infestation, GI Bleeding, peptic
ulcers, abdominal pain, lead poisoning, are other GI problems in
these patients.

Increasing fibre and decreasing fat in diet helps to gastric
emptying and decreases GE reflux.

Treatment of GERD is done by changing diet and medications. In
case of poor feeding using gastric tubes and gastrostomy or
jejunostomy tubes and TPN is necessary.

Chronic constipation is treated by corrected diet and using more
fibre and exercise and mineral oil.

Anti oxidant food and drugs are very helpful in developmental
delayed and autism (especially for irritability).

These foods are such as: fresh fruits and vegetables, vitamins (A,
C, E, B6, B complex, minerals (zinc, selenium, and magnesium)
Omega 3, Omega 6.

Limitation of Dry foods, preservatives, artificial colors, processed
sugars and white rice, fruit juices is needed.

Drinking a lot of pure water is also helpful.
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Botulism: A Case Report

MM.Taghdiri: MD. Department of Pediatrics, Faculty of Medicine,
Hamedan University of Medical Sciences

[. Sedighi: MD. Department of Pediatrics, Faculty of Medicine, Hamedan
University of Medical Sciences

Background: Botulism is the acute, descending, flaccid paralysis
that results when the neurotoxin of Clostridium botulinum blockes
neuromuscular transmissionl. C botulinum toxin is the most
poisonous substance that blocks neuromuscular transmission and
causes death through airway and respiratory muscle paralysis.all
forms of botulism manifest neurologically as asymmetric,
descending, flaccid paralysis beginning with the cranial nerve
musculature. Food-borne botulism result from the ingestion of food
in which C.botulinum has multiplied and produced its toxin.2

Patient: We report a new case of food-borne botulism in a 7 year
old boy with recurrent episodes of weakness, difficulty in swallowing
and speech; bilateral ptosis and mydriasis. he had positive history
of the same symptoms two times before. The patient's samples were
sent for detection of toxin of Clostridium botulinum, and toxin of C.
botulinum type A was found in his stool sample. Therefore our
diagnosis was confirmed.

We decide to report this case because our patient has not history
of canned- food ingestion and also recurrent episodes of paralysis in
this case is unusual finding in botulism.

Conclusion: In this report we want to emphasis that canned-food
ingestion is not necessary for diagnosis of food-borne botulism and
because delayed treatment leads to increase mortality and
morbidity treatment should be initiated promptly on the basis of
clinical suspicion.

Key words: Botulism, Clostridium botulinum.
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Muscle biopsy
F jadali: MD. Pediatric Pathologist, Associate Professor

In this session I am going to discuss the following subjects:

Indications of muscle biopsy in which situation it cannot be
helpful.

How to take a muscle biopsy?

How a muscle biopsy should be operated?

Which techniques do we need to read and interpret a muscle
biopsy histologically

H&E

Histochemical study

EM

Muscle disease histopathologic changes:

Muscular dystrophies

Congenital myopathies

Neurogenic atrophies

Inflammatory myopathies



Ol Rl 05355 Olacl 5 ,5S puoii o

Ol 91 G Jlow 38 031 ' o g

Sgin (S pole o&isls O 598" Hluisls : Slgiuol 031) yirr pamona 5S'5
$090E S 3 1 Sleaol 00l jar e 35S
Ageinn (S [0919 oisls (O 58" sliwl :0b g5 T sy 3875

9 09 (6 10 )L kS liler GBlgs 5 (Sl jlony s (b Sl s B0
et ) Eelie pges s Gl Loy a

Loty 5 1498 T s o i b ot (s s ol Lo s o gt 313
lpdolit sy 5l o axlllas o,lg oizils GBS apieis a5 lesl g b sy Yo o0
5 pMedggie 5l ailow iz Glon G Jold (ol SLedlbl el g o skl
Ol Jols Sliw )l yow ol oolatwl egian uals oliws 4 5L 5 cac sloailis
i 56T o o Shas Comdg g 0 4l

i 00t (s iy eallan 0,58 b 3 i oy 5o ol L5 B L o ) b
s 5655 e 395 00 00ld GBS Lapiets Lo\ ) b anke Vo s cpms gl Lot AY el
Gl D9 IV ) ) 4 0ye Sand g i T g ey TV Lo V-V lo £9,5 1
(V) b )y5 Slaisie ol 51 g 5 952 ISVIF) (JlBgh (ks Cighe (o5 g ails
Coghe 5l alaw (VFIA) o las ais 10 0509 (LY/F) lé o albl o (LV/Y) (5,0l Cogae
Cppirad 3309 0l GBS 4 M (L8 Cigac 3l oSy b o ol el il 0g2 g
sl 5 (VIT) LS55 cae olfims o,Shae DS (1VAF) Jlol,S Slasl oyds
255gs L0 +IA) Cygmmsligisl Siojls i

551 (5350 AY 518550 V) LY IF (6 iy e 5o D55 e

3 oot 5 35500 o5 iy (5 ke Sike i 53 GBS 0 e aslllas o 5
e 3 o9 e 35 9l GBS (s peps wails LS Cighe il glale L]
2392 05 (S S



w90 SNAE (99 puwdd 0 Sl § 0 yglio i

[n9l.r. sy O 345 09,8 Hbskul O 595" Clacl Lawmss (Bgs :03l) sz cpmmma 3573
olaaly (K5
olsal; ‘5{.2).3 r:,l.c. JKiils S5 og)f Hboslel ‘4391}9 le.(bo.s)ﬂ).é PHD :‘51.;9 LI.:)T ).Zf.s

5 Eg—ign 45 ol glite (Kb (slagmass plo b dum onl 5l (S St Yool
il o sl 00 lolis gl g 10 45 g Lo 3,8 395 1yiST asy s ol 5m0

72 &5y 5 (Hy oo plowl S GlaSidS o eV e S35 0yl 4z S
S S st wls o g aiS @l 1) Ceas ol wlgie sl 08 S bz 40 « Sy
5 lne Sty s 11 s g plol a3 51 Slor (5LwolST eyl codgns
(JUAbl s jols s sln Egd9e Comeal Gl Sz 3590 Gl 5o Sl (e WS 055 (oo
0dlgil s S 50 By (Mae (B9 s o (2> 9 p9d Olilew W ALl olas,
sl

S @gdie i 4 ately Shes oSl 86 g Ags (SDlae e By s
Oy (SHas (B9 s Ggamlige JULT (il 700 (Kol 58 )3 Eige (a8 5 0iS (oo
aS Jlo jo ol ales Mo iy oo Oyl a1 @Bl i o &5 Slas aidlb oo o |,
Shae By ras 4 Mo Gl 09 walsd golowy JU Csrne (5 o &)l 4 Gl 50
Sl (Son ,So (e (B9 s 4 Mo ()l g 052 Wl Jio g ay 018 (00
39— ddlyz> o Ll BB U5 5l ead Waie ol yiso plad «dl> ol jo aied Wi5,8 colo
oy welgzs &l ay oy S Cedgrens 03 50 G BT 5558 ol 5l S e s

S el S las (55me 50 lagiz @y g5l Gy Galesl ol Sl 5o
SFoblbes olalys 5 olisle panseds S g (phgs (Mae (B9 s (JoSge S5 S
Lasbsy cnl 09 jlgiel peiiae e b3l (slaghs, 5 debiozed S IUT 5 (86 consy o
e ) i il VDS alEalS osmlic LS (i, oy grbans pmend Lol
53950 Lale 593 o3l ol 4o o SMae Jlag)oms, (S i1 VitFO i ,> JILS1 5 oylil
nleiio okl 1) Sy ojglie ploml Slis 0% )3 ()l (J9SUge Dlatses (pns



Ol Rl O35S Olacl 5 )5S puoiins o

Sl S Ly g (D gyies Lo o5 (5355 8 Pl ir K o lSn
= d el G ol vszg Sl 5l 5 50l b pole Sif GhalejT g oo caalie
sla,lo)l sly S oj5lie 1 €5 b atied Cgare 05 B0 BT LT a5 Syla oo s
Sg1 dlgm> bl LB Cggun 4 gon

e st 5] lsen S Cessy B DMLl Loy DNA 5JUT a5 (65,10 4o
e (Bgrmms 4 M Sde iz alie aslllas o5 ooliinl adeis Sy iz 5
Jobos a osle 51 355 o3l Logia s Sujslodype i 9o yimm 5 5l 93
STy cosdxy 33l o ST (Sl s lon b il (sl b dlie 53 1, Dhse
D903 003 b (b ygemd b Su gl g

pae S ,0 S phed (s By s 0F 50 Pl Gz b Se i oS S
995 b ez slacdl o1y Bda b e o) olg oo el oals ools lid eolgils o
aS Cowline s ol 0,5 g (CVS) i slagp 5l )l paiged g, 40 ] 5
(e (SO et e Il A SSas Sie e sl (o0, B Gt
el 530Sl

=90 (Slas (B iuws Ghlew ojlol 5 (ais oS jaasie pair l ISake S o
5 g T8 9l 5 S9B e 00,08 SALY gae SG SIS H5live @)l0 onge 4 )
SUSol a3l 35 S ym0 5 5 eples @l BT &y (pigs SDhiae By s wslive Sl 55|
Sg ools 1,8 LT SLast o 58 JeSge S slacns



SR U095 49 ¢y Ko
Sl U0 S o s st 0 ylro (39 kg9 ¢ Jlxo pluS

Oleol (K5 pole oKisls Olacl 09,8 HLiils s jlwcms Josl 55
el K51 pole ol linel 9,5 il 3l obis 5

slalae b odUs anseis (LS0gS o, 5e 0,l5 0 5l cam 0 aSST Lo 4 tdedde
Syl cctillas ool alll o0 s edlpn ezl By 5l aST (S06S j0 ) K causeis
=2 Sl QLSS 50 (K padis gl o jlae (p e (shog ddllhe S (b
20,8

s Ll S5 55 pm Sl SKeelS o JLo 1D 5 S5 AD w3lge g bs,
la lro o s Sl jglaie 4y g 0,0 s Ll Lol ol 5 Bingy oy gl il
Sladeg oolue oS (8055 ) Se LAt hone g5 @ 65 @ ks S S5 il
:slo,lze

IHS-Revised ¢ prensky, Vahlyquist, International Headache Society (IHS)
208 bl e Les 51 Gy (sensitivity) el anaytal s ,lLss o (IHS-R)

9 (LAMYO (LAY ((IYY)FN sl o, Ke gdb Sl 5l as S0eS AQ o s
~iog maytal o IHS-R prensky vahlquist JHS sl Lxo 0>1g o5 5 4 (LARIQ)VF
D9y Cadis sl [lae £45 0,0 (LFYID) SosS OF jo auils (5055 o K (ardeis

353y sl azeil caid slolas l atd axilis S0sS (K anseis jo
D9 o0 O 50 (5555 51 (65 ao o ol asie 4 yxie 30,5 coliwl (IHS)

OSe ansi Sz e £45 O (sensitivity) Cowlus oLl iEexy 9 (5 yuS Az
2 THS) 5,0 4o Madliys yozmil caseis slo las a5 col o] 51 S 5555 50
2l od JolS g gl 5095 () Ke (eSS



Oyl 05358 lacl 5 )5S okl 52

MIGRAINE IN IRANIAN CHILDREN
WHICH CRITERIA ARE THE BEST DIAGNOSTIC CRITERIA?

A-chitsaz: MD. Associate professor of Neurology, Isfahan University of
medical sciences

A-Ghorbani MD. Associate professor of Neurology, Isfahan University of medical
sciences

Objective: Since in some cases of childhood migraine the clinical
diagnosis dose not match the IMS criteria this descriptive study
identify the best criteria for diagnosis of migraine in our pediatric
population.

Materials and Methods: A total of 85 children aged below 15
years who had been referred to the Neurology clinic of Al-Zahra
hospital in Isfahan city with headache as their chief complain, were
enrolled. Validated questionnaires were completed by them. The
patients were evaluated using five sets of diagnostic criteria
including the vahlquist, the prensky, the international headache
society(IHS), the IHS Revised(IHS-R), and the maytal criteria, the
sensitivity of each set of criteria was assessed.

Results: The 85 children, clinically diagnosed as having
migraine, 61(72%), 73(86%), 75(88%), 76(89.5%) and 76(89.5%) met
the criteria of IHS. Vahlquist, prensky, IHS-R, and maytal
respectively. Both the IHS-R and myatal criteria had the highest,
while the IHS criteria had the lowest sensitivity. Fifty-four children
(63.5%) were positive for all five sets of criteria. The application of
IHS criteria for diagnosing pediatric migraine led to a smaller
percentage of children with migraine being idenfied.

Conclusion: Assessment of the sensitivity of the five sets of
criteria for the diagnosis of migraine revealed the inadequacies and
limitation of the IHS criteria in the diagnosis of pediatric migraine.

Key Words: Migraine, Child, Diagnosis, Headache.
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AtlantoAxial Instability: Head tilt in children

Ali Haghnegahdar: Associate Professor of Nourosurgery, Shiraz
University of Medical Sciences Beheshtipour Noushin, Shiraz University
of Medical Sciences, Department of Neurosurgery

Atlanto axial instability is one of spinal disorder which present
with head tilt in pediatric age group.

It has traumatic and atraumatic causes. Trauma, RA, and head
and neck surgery are predisposing factors. Special anatomic
considerations of C1 C2 in children has role in pathophysiology of
instability of this region. Head tilt and Cock robin deformity are
hallmark of this type of instability. Neck pain and quadriparesis are
other common clinical symptoms.

Ligamentous laxity, muscle spasm and enfolding with
interposition of swollen capsular and synovial tissues are
mechanisms of instability and deformity.

We presented 2 cases of C1 C2 instability with details of clinical
presentation and their management.
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Approach to hypotoic (floppy) baby

Nahid Khosroshahi: MD. Child Neurologist, Assistant Professor of Tehran
University

Infants and children who are late to achieve motor milestones are
often brought to the office or clinic by their parents for evaluation.
The most common findings revealed by the physical examination of
such infants and young children is hypotonia.When postural tone is
depressed, the trunk and limbs cannot maintain themselves against
gravity, and the infant appears hypotonic.

Generalized hypotonia and delay in motor development is the
most common manifestation of neuromuscular disease in infants
and children, however the cerebral hypotonia is more common in
children.

Motor unit disorders are classified to four groups: a primary
disorder of the anterior horn cell body is a neuronopathy, a primary
disorder of the axon or its myelin covering is a neuropathy, a
primary disorder of the muscle fiber is a myopathy and finally the
involvement of neuromuscular junction.

Normal tone need intact central and peripheral nervous system.
It is a common disorder which seen in diseases of brain, spine,
peripheral nerves and muscles.

The first step in diagnosis is to determine whether the disease
location is in the brain, spine or motor unit.

Many clues to the diagnosis of cerebral hypotonia exist.

Presence of other abnormal brain function including decreased
consciousness and seizures, dysmorphic features or malformations
in other organs, fisting of the hands, scissoring on vertical
suspension, normal or brisk tendon reflexes and movement through
postural reflexes are important clues for diagnosis of cerebral
hypotonia.

On the other hands absent or depressed tendon reflexes,
fasciculation, muscle atrophy, absent of abnormalities of the other
organs and failure of movement on postural reflexes are suggestive
of motor unit disorders.

After careful history taking and physical examination physician
can differentiate cerebral hypotonia from motor unit disorders and
then appropriate work-up is recommended. There is wide list of
diseases in each group which explain in details in oral presentation.
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Asymmetric lower limbs due
to diastematomyelia (Case presentation)

S.Rahighi: MD. Neurosurgeon, Assistant professor of medical school of
Mashhad Azad university

N. Afzali: MD. Radiologist, Assistant professor of medical school of Mashhad
Azad university

F. Omid: MD. Pediatrician, Assistant professor of medical school of Mashhad
Azad university

Malek: MD. Pediatrician, Assistant professor of medical school of Mashhad Azad
university

Diastematomyelia is a division of the spinal cord into two halves
by projection of a fibrocartilaginous or bony septum originating
from the posterior vertebral body. This septum is attached to the
deformed vertebral arch or dura posteriorly and impair cord
elevating during growth. In most cases two hemicords are
asymmetric and reunited inferior to the level of septum. The defect
involves the lumbar vertebrae (L1-L3) in 50% of cases and tends to
be associated with abnormalities of the vertebral bodies including
spina bifida, hemivertebra and scoliosis and neurologic anomalies
such as tethered cord, type II Kiari malformation, myelomeningocele
and syringohydromyelia. Clinical signs include asymmetric lower
limbs, club foot, atrophy of gastrocnemius muscle and loss of pain
and temperature sensation in a preschool child. In more progressive
cases bilateral weakness and muscle atrophy in the lower
extremities, urinary incontinence and low back pain may occur. CT
and MRI findings are complementary in diagnosis, because bone
anomalies are better seen in CT and MRI is choice for detection of
distal part of conus medullaris and dysraphism.

In first part of this article, clinical signs and symptoms of three
patients with diastematomyelia are reviewed and then a 3 years
child is presented with lower limbs asymmetry, unilateral club foot
and urinary incontinence. Spinal cord imaging revealed lumbar
diastematomyelia associated with osseous crest and tethered cord.
Spinal surgery was successfully done for cord detethering and
excison of bony septum.

Key words: Diastematomyelia, Dysraphism, Tethered cord.
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Review Article and MRI Findings in 127 Cases of Pediatric Seizure.
E. Rahimian, S. Amirsalari, M. Tahsini, H. Haghighat

Background and objectives: With the recent advances in the
neuroimaging, MRI has increased substantially the ability to detect
causes of seizure. While generalized seizure are usually well
controlled by medication, 15-30% of patients with partial seizure
are intractable and hippocampal sclerosis is the single most
common lesion followed by perinatal hypoxia or other insult,
tumors, vascular malformations, traumatic gliosis, and
developmental abnormalities. The objective of this article was to
show the spectrum of magnetic resonance abnormalities in the
pediatric seizure patient. Seizure is a common indication for
pediatric neuroimaging. Characteristic imaging findings can lead to
a specific pathologic diagnosis. Imaging findings may be subtle.
Clinical correlation and optimization of magnetic resonance imaging
protocols are important for seizure imaging.

Materials and methods : In a recent cross sectional study , 127
( 55 female and 72 male) patients with focal seizure who referred to
one of imaging centers was evaluated. The range of age was between
3 month to 12 years old (mean=5.4y). The study was obtained on a
1.5 Tesla MRI scanner and a three dimensional T1-weighted SPGR
sequence was first acquired with slice thickness=1.5mm and then
FLAIR T2- weighted images were obtained with the slice thickness=
4mm. MRI data were transferred to PACS workstation for analysis
and diagnosis.

Results: From the evaluated MRI images, 46 cases (36%) had
normal MRI, 12 cases (9%) temporal sclerosis, 11 cases (9%)
ischemia, 2 cases (2%) tumor, 4 cases (3%) gliosis, 17 cases
(13%) developmental anomaly, 18 cases (14%) focal atrophy and 11
cases (9%) PVL, 6 cases (5%) metabolic disorders.

Conclusion: we concluded that although a routine MRI will
exclude ominous structural substrates that require urgent
treatment, subtle structural substrates which present as intractable
seizure will be missed and performing dedicated MRI pulse
sequences and optimization of imaging parameters are essentials.
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Metabolic Neuropathies
Ali Reza Ronagh: Child Neurologist, Bahonar Hospital, Karaj

Involvement of Peripheral nerves occurs in some defects of
metabolism which must be considered in differential diagnosis. In
IDDM peripheral neuropathy may occur these with signs and
symptoms: distal weakness, loss of touch and pain sensation,
decreased ankle reflexes, cardiovascular autonomic dysfunction,
loss of bladder filling sensation. Uremic neuropathy is characterized
by burning sensation in the feet and a symmetric motor sensory
neuropathy with progressive muscle weakness.

In acute intermittent porphyria, acute, severe, colicky abdominal
pain accompanied with central and Peripheral nervous system
impairment occurs. In thiamine (B1l) deficiency, peripheral
neuropathy, encephalopathy and high-output cardiac failure may
be seen. Select infants with congenital pernicius anemia have been
reported to have neuropathies. Progressive ataxia is one of the
characteristic manifestations of abetaLiproproteinemia. In a-
Liproprotein deficiency, recurrent neuropathy occurs with
asymmetric sensory involve ment mostly in lower extremities. The
clinical profile in Krabbe, disease is a highly irritable infant with
spasticity, optic atrophy, in tellectual delay and polyneuropathy. In
infantile from of MLD, an unsteady gait is an early sign and later
spasticity occurs. In Refsum, neuropathy and cardiac dysrhythmia
occurs. Axonal sensory neuropathy with loss of meylinated serve
fibers is associated with chediak-Higashi syndrome.



An infant with pathologic startle sign and cherry red spot, mimics
spinal muscular atrophy, a case report:

M. Zare: MD. Associate professor of Neurology, Isfahan University
Medical Sciences

Introduction: The term “cherry red spot” is degeneration of
retina accompanied with discoloration at macular area and
describes the ophthalmoscopic.

Appearance of the retina in neurometabolic disorders such as
Tay Sachs disease, Sandhoff's disease, Gaucher's disease, Niemann
pick's disease, CRVO - central retinal vein occlusion, central retinal
artery occlusion, Sialodosis, Berlin's edema, Gangliosidoses and
Metachromatic leukodystrophy. In spite of variety clinical
manifestations of these disease, one of sing and symptom is
weakness and floppy that can simulates lower motor disease such
as spinal muscular atrophy.

Case report: The patient was a 9 months age with psychomotor
retardation. His mother described that he was normal until 5-6
months age. Delivery was normal and family history was negative.

On clinical examination there was not hepatosplenomegaly; there
was seen generalized weakness and the child could not sit without
supporting. Attention was not complete and didn’t follow the
comments. The reaction of the child against every sound as closing
door and etc was exaggerated. Cranial nerves and eyes movements
seem normal but there was seen cherry red spot in
ophthalmoscopic examination. Four limbs were weak without
atrophy. There was not myoclonus, too... All of deep tendon reflexes
were exaggerated. There was seen bilateral Babinski sign.

Discussion: Cherry red spot is discoloration of retina that is
induced by some disease such as Tay Sachs disease, Sandhoff's
disease, Gaucher's disease, and Niemann picks. The differential
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diagnose of these disease is based on clinical manifestations and
laboratory tests. Unfortunately because of limitation of specific
laboratory tests in our country the exact diagnose is impossible in
many instances. We can differentiate these disease based on
clinical findings. Clinical course of Gaucher's disease is more rapid
than Tay-Sachs disease and strabismus, persistent retroflexion of
the head, laryngeal stridor and trismus, diminished reaction to
stimulus, smallness of the head and organomegaly, especially
spleen is some of other finding.

In Infantile Niemann Pick disease visceromegaly is prominent,
yellowish pigmentation of mucosa and there is not seen highly
reaction to sounds. In some forms of this disease vertical gaze.

Therefore based on clinical findings, in spite didn’t specific
lavatory tests the most probable diagnose was Tay-Sachs disease.
Tay-Sachs disease is a fatal genetic lipid storage disorder in which
harmful quantities of a fatty substance called ganglioside GM2 build
up in tissues and nerve cells in the brain. The condition is caused
by insufficient activity of an enzyme called beta-hexosaminidase A
that catalyzes the biodegradation of acidic fatty materials known as
gangliosides. Gangliosides are made and biodegraded rapidly in
early life as the brain develops.

Infants with Tay-Sachs disease appear to develop normally for
the first few months of life. Then, as nerve cells become distended
with fatty material, a relentless deterioration of mental and physical
abilities occurs. The child becomes blind, deaf, and unable to
swallow. Muscles begin to atrophy and paralysis sets in. Other
neurological symptoms include dementia, seizures, and an
increased startle reflex to noise. A much rarer form of the disorder
occurs in patients in their twenties and early thirties and is
characterized by an unsteady gait and progressive neurological
deterioration. Persons with Tay-Sachs also have "cherry-red" spots
in their eyes.. Patients and carriers of Tay-Sachs disease can be
identified by a simple blood test that measures beta-
hexosaminidase A activity. The incidence of Tay-Sachs is
particularly high among people of Eastern European and Ashkenazi
Jewish but child was born in a Moslem family. The other disease
that is propounded is Sandhoff disease which affects non-Jewish
infants; there is a deficiency of both hexosaminidase A and B. The
clinical picture is the same as in Tay-Sachs disease and
occasionally visceral organs are not enlarged.



Because of generalized weakness floppiness of this patient and
inability of sitting, clinical presentation can simulates spinal
muscular atrophy, but other findings such as cherry red spot,
hyperreflexia, bilateral Babinski sign and increased startle reflex to
noise can differentiate it and other disease such as Sandhoff
disease.
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Detection of Suspected Duchenne muscular dystrophy carries by
Microsattelite Markers Application

N. Zeinalzadeh Niagh, Jabbarpour Bonyadi M, Barzegar M
Department of Genetic, Faculty of Natural science, Tabriz University,
[ran

Objective: Duchenne muscular dystrophy (DMD) is a
neuromuscular disorder with progressive muscle wasting and
weakness. This disease is the consequence of mutation in
dystrophine gene located on X chromosome. Inheritance pattern of
the disease is gene-dependent recessive with an incidence of one in
3500 alive male newborns. Due to the absence of efficient
treatment, detection of female carriers is essential for genetic
counseling and prenatal diagnosis.

Materials and Methods: 14 DMD families were referred to the
genetic laboratory by specialists. DNA was extracted from the whole
peripheral blood and analyzed by gene tracking technique. All
members of the families were studied through 7 microsattelities
located in and around dysterophin gene.

Results: 37 females at the risk of being DMD carriers and 7
obligate carriers were studied and ultimately 27females (72.97%)
were identified as carriers or non-carriers.

Conclusion: In the families who were diagnosed as DMD patients
by clinical and preclinical procedure’s gene tracking is a reliable
and less expensive technique for female carrier- status identification
with a 95-100% confidence.

Key words: Duchenne Muscular Dystrophy, Carrier
identification, Microsattelite markers.
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Principle of Management in
Neuromuscular Scoliosis of Children

Y. Salek zamani: Assistant Professor, Department of Physical Medicine &
Rehabilitation, Tabriz University of Medical Scieces

Shakouri SK: Associate Professor, Department of Physical Medicine &
Rehabilitation, Tabriz University of Medical Scieces

Neuromuscular scoliosis results from either muscular or
neurological disease, which affects the function of the muscles
supporting the trunk and pelvis. Flaccidity, hypotonicity,
hypertonicity, rigidity or athtosis in the background of that disease
can create asymmetry or compromise postural stability. Unlike
idiopathic scoliosis which typically presents in adolescence,
neuromuscular scoliosis often develop at an early age, because
underlying disease are present in early childhood. Also unlike
idiopathic scoliosis, most neuromuscular curves, even small ones
are progressive in nature. Careful observation and monitoring of
curve status are main aspects of scoliosis management in
neuromuscular scoliosis. Changes in curve magnitude beyond 30
degrees or orthotic treatment are to slow the progression of the
deformity and allow for continued maximal trunk height growth
until surgical stabilization is indicated. The goal of surgery is to
achieve a stable, well- balanced spine. This paper has a complete
review on different aspects of treatment neuromuscular scoliosis,
including orthotic management, exercise and surgery.
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Effect of Stretching with Harmonic Oscillation
on Hamstring Flexibility

H. Shakeri: PhD PT. Assistant professor of University of Social Welfare
and Rehabilitation sciences

Introduction: Improving of the muscle flexibility is an important
issue in the physiotherapy of children with neurological disorders.
There are many methods for increasing muscle length and
decreasing muscle stiffness. In research findings, PNF method has
been found to be better than static and ballistic methods. There is
another method named the Harmonic technique (introduced by E.
Lederman 1997) that has been claimed to be more effective in which
oscillation is added to stretch, but there is not enough
documentation about this claim. Aim of this study was to compare
effects of stretching by PNF and harmonic techniques on the
hamstring flexibility.

Materials & methods: This research is a RCT study in that 45
subject with tight hamstring was arranged randomly in three
groups (Harmonic, PNF, and control). Dependent variables were
muscle stiffness and hamstring length which popliteal angle in the
AKE test was its indirect index. In the pilot study, reliability of
measurement of these variables was approved. Then the hamstring
muscle of the subjects in harmonic and PNF groups were stretched
by harmonic and PNF methods for six weeks, 5 minute per day and
3d/wks, whereas control group hadn’t any exercise.

Results: Findings of this study showed that in both wused
techniques, changes of hamstring length were significant (P<0.001),
but in the control group there wasn’t significant change. There
weren’t significant differences between the changes of hamstring
length in PNF and Harmonic groups. Only in the harmonic group,
muscle stiffness had significant changes (P<0.03).

Conclusion: According to findings of this research, both
harmonic and PNF methods equally increased length of hamstring,
and harmonic technique can be used as an alternative stretching
method for other techniques. Maybe the harmonic technique is
better than PNF, because the significant changes of stiffness
observed only in harmonic group; i.e. not only the length of muscle
increased in this group, but also the stiffness decreased
significantly which can be an indicator of considerable



biomechanical changes in the muscle; and possibly increase of the
muscle length in PNF group is not real improvement in flexibility,
and indeed, tolerance of the subjects to stretching in this group has
increase.
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Has the lead level in blood of children
ages one to six increased in the last 6years in Mashhad?

Ahmad Shah Farhat: Neonatologist, Mashhad University of Medical
Sciences
Gholamreza Khademi: Fellowship of ICU, Mashhad University of Medical
Sciences

Objectives: Lead is a harmful heavy metal for humans,
especially for children. Lead has adverse effects on central nervous
system development, bone growth; heme synthesis and kidney
function especially for children. This heavy metal has become widely
distributed in the environment especially in developing countries. In
a study performed by farhat and et al on 206 children aged 1 to 7
years who were referred to pediatric out patient clinic and pediatric
emergency service of Imam Reza hospital of Mashhad, 74.8% of
children had blood lead levels (BLL) more than 100 ug/Lit. We
designed this study to assess blood lead level in children after six
year in Mashhad.

Study design: [t was a cross sectional study with a cluster
sampling method which was carried out on 74 children, 1 to 6 years
old in 51 primary care clinics. The clinics cover the entire city. We
also studied selected risk factors. Distribution of obtained data was
not normal, so we normalize the data. Variables were analyzed by
SPSS version 11.5, T-Student test and p<0.05 was considered
significant.

Results: In 13.5% of children, the Blood lead level was more than
100 ug/Lit. There was a relation between old house lived children
and Blood lead level. There was also a relation between low family
income and Blood lead level.

Conclusion: In comparison with developed countries, Blood lead
level of children in Mashhad is acceptable. Low family income is
significant predictors of having higher Blood lead levels. The flakes
of house paints are a potential source of lead poisoning for children.
In comparison of 6 years ago the blood lead level of children is
decreased in Mashah. It seems it caused by use of unleaded
gasoline.

Recommendation: despite improving standards of children’s
blood lead level, it’s recommended to continue the researches for
definite health development strategies.
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Approach to the metabolic myopathies

Razieh Fallah: MD. Pediatric neurologist, Assistant professor of Shaheed
Sadoughi University of Medical Sciences Yazd

Metabolic myopathy includes disorders of
glycolysis/glycogenolysis, Lipid and mithochondrial metabolism
which may cause two main clinical syndromes in muscle:

1. Dynamic symptoms: acute, recurrent muscle dysfunction after
exercise, prolonged fasting, exposure to cold, general anesthesia,
intercurrent infection, low-carbohydrate, high-fat diet and
myoglobinuria.

2. Static symptoms: progressive weakness, cardiomyopathy,
progressive external ophthalmoplegia, peripheral neuropathies,
seizures, developmental delay, FTT, short stature, deafness, and
ataxia. In some disorders, both dynamic and static symptoms were
seen.

The diagnosis of these disorders depends upon a history (patient
age, type of muscle involvement, family history), laboratory data and
muscle biopsy.

In approach to the metabolic myopathies, the first step is to
determine whether the symptoms are dynamic, static, or both. The
second step is targeted at determining the type of the underlying
biochemical abnormality as suggested by the pattern of symptoms.
Symptoms develop after prolonged, low-intensity activity in fatty
acid oxidation (FAO) defect. Symptoms developing during or after
high-intensity isometric exercise, suggest a defect in glycogenoses.

Laboratory investigation in metabolic myopathies includes serum
levels of lactate, pyruvate, lactic acid dehydrogenase, uric acid, free
and total carnitine, ketones, glucose, ammonia, myoglobin, liver
transaminases, potassium, calcium, phosphate, creatinine, and
acylcarnitine, and urinary levels of ketones, myoglobin, dicarboxylic
acids, and acylglycines, the forearm ischemic exercise test,
electromyography, muscle biopsy and sometimes nuclear magnetic
resonance spectroscopy(NMRS).

Myotonic discharges in EMG may be observed in
myophosphorylase, acid maltase, and debrancher enzyme
deficiency.

In the forearm ischemic (anaerobic) exercise test, a single blood
sample of CK, resting and sequential samples of lactate, pyruvate,
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and ammonia are obtained at intervals of 1, 3, 5, 7, 10 and 15
minutes after removal of the blood pressure cuff. In health subjects,
a four - to sixfold rise in lactate is noted within the first 1-3
minutes. The rise in serum ammonia is similar, but somewhat
slower and more robust. This test should be performed in > 7
years, suspected to glycogenoses or exercise intolerance and should
be discontinued if acute cramp develops. The rise in lactate is less
than twofold in glycogenoses. Lactate production may be absent or
diminished in phosphorylase, phosphofructokinase, debrancher,
phosphoglycerate mutase, phosphoglycerate kinase, and LDH
deficiencies. The lactate curve is normal in acid maltase and in
most cases of phosphorylase b kinase deficiencies. In patients with
mitochondrial myopathies, there may be excessive production of
lactate at submaximal levels of effort, but this is not a universal
finding. With myoadenylate deaminase deficiency, there is absence
of ammonia production with normal responses of venous lactate
and pyruvate. The forearm ischemic exercise test is normal in
defects of FAO.

In defective glycolysis/glycogenolysis patient, second wind
phenomenon (brief rest when muscle symptoms develop can
subsequently result in improved exercise tolerance) was seen.

In GSD type VII, patients are unable to achieve a spontaneous
second wind or have the out of wind phenomenon (worsening of
symptoms after the administration of glucose).

Main features of FAO defects include involvement of FAO-
dependent tissues (heart, muscle, and liver), recurrent episodes of
hypoketotic hypoglycemia, acute metabolic decompensation after
fasting and alterations in plasma and tissue concentrations of
carnitine.

The absence of intracellular acidification during exercise in
NMRS suggests a glycolytic defect. In mitochondriopathy, the ratio
of inorganic phosphate to phosphocreatine at rest is elevated, with
delayed resynthesis of phosphocreatine after exercise.

Immunohistochemical and biochemical testing of muscle biopsy
is the last step. Since all of these evaluations will be normal in a
number of metabolic defects, additional biochemical and enzymatic
assays of cultured skin fibroblasts should be done in research
laboratories.
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Clinical and urodynamic study in cerebral palsy children

Ghane F: Pediactric Nephrologist, Assistant Professor of Mashhad University of
Medical Sciences

F. Ashraf zade: Pediactric Neurologist, Professor of Mashhad University of
Medical Sciences

M. Esmaeeli: Pediactric Nephrologist, Associate Professor of Mashhad
University of Medical Sciences

M. Hiradfer: Pediactric Surgery, Associate Professor of Mashhad University of
Medical Sciences

N. Hosein Zade: General Practitionare

Background: Approximately one third of children with cerebral
palsy are expected to present dysfunctional voiding symptoms.lower
urinary tract symptoms and related urodynamic finding in this
group of patients have been document in a limited number of
published studies. The aim of this study is evaluation of voiding
disorders and uroflowmetery pattern in these patients.

Method and materials: This research is a clinical and
paraclinical (urine analysis and culture, ultrasound and
urodynamic) evaluation of urinary disorders in children (5 yr or
more) with cerebral palsy without intellectual deficit, who referred to
Ghaem and Sheikh Hospital since December 2005 to October 2006.
40 children with cerebral palsy (18 girls and 22 boys) were
examined for urine analysis and culture after a history and physical
examination. They underwent ultrasound examination of the
kidney, ureter and bladder (for renal anomalies, bladder capacity
and shape and residual volume) and uroflowmetry.

Results: Twenty-one (52.5%) patients had dysfunctional voiding
symptoms, that enuresis (20%) and frequency (20%) were the most
common. The bladder thickening (37.5%)was the most common
finding in ultrasound study.Sixteen (40%)patients showed normal
pattern of urodynamics and 24 (70%)of children had abnormal
urodynamic studies. Detresure sphincter dyssynergic pattern was
presented in 10 (25%) as the most common urodynamic finding.

Conclusion: The present study concludes that voiding
dysfunction in children whit cerebral palsy is more common than
general population, which is similar to results from other published
studies.So; we suggest that a rational plan of management of these
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patients depends on the evaluation of the lower urinary tract
dysfunction with urine analysis and culture and urodynamic
studies. These children benefit from earlier referral for assessment

and treatment.
Key words: Cerebral palsy, Dysfunctional voiding, Urodynamics.
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Comparison of automatism subtypes in pediatric and adult
patients with complex partial seizure

Kavian Ghandehari: MD. FLSP, Associate Professor of Neurology,
Mashhad University of Medical Sciences

Farhad Heydarian: MD. Associate Professor of Pediatrics, Mashhad University of
Medical Sciences

Maryam Khalesi: MD. Resident of Pediatrics, Mashhad University of Medical
Sciences

Mehran Beyraghi: MD. Resident of Pediatrics, Mashhad University of Medical
Sciences

Parham Marufi: MD. Tabriz University of Medical Sciences

Background and Purpose: Automatism or involuntary
movements are the prinicipal characteristic of complex partial
seizure. Automatism usually lasts up to two minutes. Automatism
may be undetected and assumed as normal activities by the patient
relatives.

Methods: All of the patients with complex partial seizure refering
to neurology clinic, Valie-Asr hospital during 1996-2007 enrolled in
a prospective clinical study. The presence of automatism and its
subtypes were asked by the patient and his/her first degree
relatives. All of the patients with automatism should have altered
alertness during automatism, post ictal confusion and complete or
partial amnesia about the automatism. Automatism was categorized
as De novo, reactive and perservative. Automatism was also
classified as gestural, oro-alimentary, ambulatory and complex
subtypes. Diagnosis and classification of automatism was made by
neurologist. All of the patients had EEG done, however presence of
epileptiform discharges was not necessary for confirmation of
automatism and complex partial seizure.

Results: 85 patients (45 females and 40 males) with automatism
were investigated. The mean age of the patients was 28.7 years;
ranged 5 -65 years.

Oro-alimentary automatism more frequent in age group 1-10
years; F=4.569, df=4, 123, p=0.002. Violence automatism more
frequent in age groups 21-30, 30-40; F=4.452, df=4, 118, p=0.001.
Distribution of other subtypes of automatism in the age groups was
not significantly different, P>0.05. Gestural, oro-alimentary and



ambulatory subtypes of automatism were present in 82%, 76% and
26% of the cases respectively. Verbal automatism was found in 19%
of the patients. Violence, sexual and gelastic automatism were
present in 8%, 2% and 2% of our patients and consisted the
complex subtypes of automatism. Overlaps or co-existence of
multiple subtypes of automatism was demonstrated in 75% of the
cases. De novo, reactive and perservative categories included 89%,
15% and 18% of the automatisms in our study group respectively.

Conclusion: Detection of automatism needs detailed record of
medical history and present illness by asking the patient or his/her
first degree relatives about various subypes of automatism. Overlap
is often present in different subtypes of automatism.

Key Words: Automatism, Subtypes, Seizure, Iran.
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Absence Epilepsy: Intracellular recordings in intralaminar
thalamic nuclei

Ali gorji: MD. Professor of Neurophysiology and Neuroscience research
Munster University, Germany

Absence epilepsy is a non-convulsive type of epilepsy, which occurs
predominantly during childhood and is characterized by a loss of
consciousness. During seizure, electro-encephalogram (EEG)
recordings show 3Hz bilaterally synchronous spike and wave
discharges (SWDs).

Previous studies showed, that the thalamo-cortical network,
which generates oscillations during sleep, also produces absence
seizures. As opposed to the sleep-rhythms, these oscillations show a
dramatic increase in synchronization during SWDs.

The seizure starts by a concerted interaction within the thalamo-
cortical network. The initiation of this occurs in regions of the
somatosensory cortex. It is noteworthy, that nearly all studies of
SWDs focused on the nucleus reticularis (NRT) or the specific nuclei
of the thalamus (i.e. LGN), although the unspecific intralaminar
thalamic nuclei (ILTN) are classically assumed to resemble the
centrocephalic pacemakers. Therefore, our study experimentally
tests the hypothesis that ILTN functions as pacemaker of SWDs.
Experiments were performed in vivo under neurolept anesthesia on
rats of the WAG/RIij strain, an established genetic rat model of
absence epilepsy. Experimental procedures include intracellular
and extracellular recordings in ILTN neurons. Our results from
intracellular measurements indicate that the activity in ILTN cells
depends on the membrane potential with tonic-firing and Ca2+ -
mediated burst firing at potentials positive and negative from rest,
respectively. The occurrence of SWDs is correlated with an
inhibition of tonic firing or induction of burst-firing in ILTN
neurons. The determination of the reversal potential reveals that
SWD-related activity of ILTN cells depends on GABAergic
mechanisms. Extracellular measurements support the findings from
intracellular recordings, and, in addition show differences in SWD-
related firing in different types of ITLN nuclei: Neurons in the
paracentral nucleus (PC) display an inhibition of tonic firing during
a SWD. By comparison, ILTN cells of the centrolateral nucleus (CL)
display burst-like discharges, which are correlated to SWDs.
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Therefore we propose that there is a functional difference between
CL- and PC-neurons. Indeed, electrical microstimulation of CL-
neurons results in transient interruption of SWDs rather than
initiation of SWDs (as expected from a pacemaker-cell). In
conclusion, these results are difficult to reconcile with the proposed
traditional role of ILTN neurons as pacemakers of SWD, but rather

indicate that ILTN activity has to be suppressed to allow occurrence
of SWDs.
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MRI of Brachial Plexus injuries

Mehryar Mashouf: MD. Neurosurgeon, Arya hospital, Rasht

Evaluation of the brachial plexus is a clinical challenge. Physical
examination has traditionally been a mainstay in evaluating and
localizing pathology involving the brachial plexus. Electrophysiologic
studies can be used to detect abnormalities in nerve conduction,
but they are poor for localizing a lesion. MRI has become
increasingly important in the evaluation of brachial plexus
pathology, as the technology and resolution has improved.
Correlation of imaging results with electrophysiologic findings
increases overall specificity and sensitivity. According to some
studies, electromyelography (EMG) and MRI examinations are
complementary. Their study demonstrated that the sensitivity of
EMG and MRI were 72% and 60%, respectively. With the advent of
MRI, nerves that compose the brachial plexus can now be directly
evaluated. Intrinsic and extrinsic pathology can be evaluated. Exact
anatomic components of the brachial plexus, such as the roots,
trunks, divisions, and cords, can be identified. MRI has the
additional benefit of multiplanar imaging and increased soft tissue
contrast. The tissue resolution of MRI is constantly improving with
new pulse sequences and coil designs. MRI sequences such as fat-
saturated T2-weighted spin-echo, short-tau inversion recovery
(STIR), and gadolinium-enhanced T1-weighted spin-echo sequences
help in depicting subtle changes in the signal intensity of the nerves
or enhancement and aid in refining the differential diagnosis. In
addition, maximum intensity projections can make localization and
visualization of the pathology most understandable for referring
clinicians and surgeons. Images should be obtained in 2 planes.
Direct coronal plane imaging is preferred over oblique coronal
imaging because the brachial plexus has a shallow obliquity relative
to the true coronal plane and because it can be imaged on 1 or 2
coronal sections. Cross-sectional imaging of the nerve components
of the plexus may be performed by using either the true sagittal or
the oblique sagittal plane on the side of interest. True sagittal
imaging allows for comparison with the standard cross-sectional
anatomy, which some find helpful in the recognition of appropriate
anatomic landmarks. However, oblique sagittal imaging represents
the true cross-section of the plexus more accurately than true
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sagittal imaging and thus allows for increased sensitivity to
pathology, including changes in caliber, alteration in signal
intensity, or presence of a fascicular pattern to the nerve
components.
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Neuropsychiatric Systemic Lupus Erythematous in children

A. Hashemzadeh: MD. Pediatric Associate Professor of Ghaem Medical
Center, Mashhad Iran

SLE is a rheumatic disease caused by autoantibodies directed
again self antigens, immune complex formation and immune
dysregulation, resulting in damage to any organ including, kidney,
skin, joints, heart, nervous system and peripheral nerves.

Many patients with SLE expirienece memory loss. Hemiparesis
and convulsion usually occurs due to thrombotic or Embolic
Events.

Seizure disorders, chrea and ataxia are the other signs of CNS
disorers.

The diagnosis of CNS events is confirmed by obtaining MRI, EEG,
Brain CT Scan and LP. Rising of Anti DNA dubble strand confirmed
the origin of SLE.



