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Fever of Unknown Origin Jle

Noninfectious Causes Specific Pathogens Diseases
Kawasaki discase Saimonefia spp. Malaria
Kikuchi-Fujimoto disease Bartonelio spp. Endocarditis
Castlerman disease Mycobocterium spp,  Intraabdominal abscess
Familial Medizerranean fever (FMF) Leptospiro spp. Retroperitoneal abscess
Periodic fever, aphthous stomatitis, Rickettsia, Ehrichia, Osteomyelitis
pharyngitis, & cervical adenitis (PFFAPA)  Anoplosma
Inflammatory bowel disease C burnets Odontogenic infections
Sarcoidosis Yersinia enterocolitica  Mistoplasmosis
Malignancy EBV, CMV, HIV Blastomycosis
Autoimmune disorders Enterovirus Toxophsmosis
Hyperthyroid Arbovirus Leishmaniasts
Pulmonary embolism
Medication reaction
Munchausen by proxy
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. Rickettsia infection (most notably Rocky Mountain spotted fever)

. Ehrlichia

p—

. Anaplasma spp.

. Tularemia

. Brucellosis

. Cholera

. Chlamydia genital infections

. Post-exposure prophylaxis following anthrax exposure and malaria prophylaxis
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. Prophylaxis and treatment of Lyme disease caused by Borrelia burgdorfer1
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(Pediatric Autoimmune Neuropsychiatric Disorders Associated with Streptococcal Infections)
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1-Hypermobility joint syndrome 498(41.5%)

2-Prepucal adhesion 330(27.5%)
3-Perivaginal dermatitis 174(14.5%)
4-Perianac dermatitis 52(4.3%)
5-Labial Fusion 47(3.9%)
6-Meatal stenosis 47(3.9%)
7-Hypospadiasis 23(1.9%)
8-Cryptorchidism 10(0.8%)
9-Anal fissure 5(0.4%)
10-Inguinal Hernia 4(0.3%)
11-Phymosis 4(0.3%)
12-Balanitis 2(0.16%)

Hydrocel, Penile curve, Retracted prepuce & Vaginitis each one.
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Society for Metabolic and Bariatric Surgery (ASMBS) Pediatric Committee recommends MBS

should not be withheld from adolescents with severe co-morbidities to reduce the risk of end-organ
damage.
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Sleeve Gastrectomy in Obese Children and Adolescents

Dr. Seyyedeh Azade Hoseini Nouri'

Obesity in children is defined as BMI > 95% of the age-specitic CDC or WHO curves. Bariatric
surgery is an appropriate treatment modality in cases who are morbidly obese or obesity related
complications has been occured. Bariatric surgery is associated with a 50% decrease in mortality
rate. There is no agreement on the minimum age of children for performing surgery.

According to the American Society for Metabolic and Bariatric Surgery (ASMBS) Pediatric
Committee, indications for bariatric surgery in children and adolescence must be done with
caution. Adolescents with class Il obesity (BMI > 120% of the 95th percentile) and a diagnosed
co-morbidity or with class 1l obesity (BMI > 140% of the 95th percentile) should be considered
for bariatric surgery if attempts for weight loss has been failed. Moreover, bariatric surgery may be
considered in patients with genetic syndromes such as Prader—Willi syndrome. Roux-en-Y Gastric
Bypass (RYGB), laparoscopic Adjustable Gastric Banding (AGB), and laparoscopic Sleeve
Gastrectomy (VSG) are the most frequent surgeries. Laparoscopic sleeve gastrectomy is the most
acceptable procedure due its small side effects and also the appropriate weight loss . The surgeon
removes approximately 60-80% of the fundus and body of the stomach in VSG to reduce calorie
intake. On the other hand, there are concerns about the effects of this surgery on the growth of
children under 14 years old due to the negative impact of calorie restriction on target adult height.
Cardiac and anesthesia consultation are required before surgery. Also Psychiatric counseling
should be done. Sever psychosis, borderline personality, severe depression and personality
disorders, and diagnosed eating disorders, Alcohol and/or drug abuse, Pregnancy (present or
planned within 18 months after surgery) are the contraindication for bariatric sergury in
adolesents.Correcting minerals and vitamins such as iron, vitamin D, B1, and B12 must be
considered to avoid postoperative nutritional deficiencies. Postoperative visits should be done
regularly, and any deficiencies in nutrients must be corrected. Long-term follow-up studies
showed a significant decrease in comorbidities. According to numerous studies VSG is evidently
safe and effective in this age group, resulting in significant weight loss, improved growth, and

resolution of comorbidities without mortality or significant morbidity.

1- Pediatric Diseases Research Center, Gilan University of Medical Sciences, Rasht, Iran
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Syndromic Obesity in Children

Dr. Manijeh Tabrizi!, Dr. Seyyedeh Azade Hoseini Nouri?

Over 25 syndromic types of obesity have been identified. They are characterized by early
childhood obesity associated with abnormal findings, including dysmorphic features, hearing loss,
visual impairment, short stature, mental retardation, hypogenitalism, and organ involvement
(kidney and heart, etc.). Prader Willi is the most common genetic disorder associated with
hypotonia, FTT, short stature, and small genitalia in infancy. Hyperphagia leads to obesity, and
.childhood behavioral problems and intellectual disabilities occur

Alstrom syndrome is characterized by early obesity, cardiomyopathy, hypogenitalism, retinitis
.pigmentosa, and deafness in 80-90% of patients, although the height is generally unaffected
Cohen syndrome is diagnosed by a constellation of symptoms consisting of pigmentary
retinopathy and progressive myopia, slender extremities, joint hyperextensibility, neutropenia,
.microcephaly, and characteristic facial gestalt

The cardinal features of Bardet Biedel syndrome are truncal obesity, intellectual disability, renal
.anomalies, retinal degeneration leading to night blindness, and polydactyly in 70% of patients
Cardinal features including craniosynostosis, brachydactyly, syndactyly, and male hypogonadism
.are characteristic of Carpenter syndrome

Albright hereditary osteodystrophy is due to a paternal mutation in the GNASI gene on
chromosome 20q 13.2. It is characterized by short stature, round face, short 4th and 5th metacarpi

.hearing disability, and lens clouding

Keywords: acute abdominal pain, omental infarction, omental torsion, focal fat necrosis,

appendicitis

1- Pediatric Diseases Research Center, Guilan University of Medical Sciences, Rasht, Iran.

2- Pediatric Diseases Research Center, Guilan University of Medical Sciences, Rasht, Iran.
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The Relationship Between Intrauterine Growth Retardation and TORCH Infection in
Neonates Referred to Milad Hospital 2019-2020
Seyed Saeed Nabavi, MD'

Abstract

Background: Many infants with intrauterine growth disorder are screened for TORCH infections.
This action has no economic justification in terms of the imposed costs. In this regard, due to the
research gap in this field, this study aimed to investigate the relationship between intrauterine
growth disorder and TORCH infection in neonates referred to Milad hospital in 2019 and 2020.
Materials and Methods: In this cross-sectional study, 41 IUGR newborns were selected and
evaluated based on diagnostic and clinical studies in Milad Hospital in 2019 and 2020. TORCH
results found in IgG and IgM antibody titer assay were tested in mother and infant. Antibody titers
of toxoplasmosis, rubella, cytomegalovirus, herpes and syphilis were determined in cases and
other variables were compared.

The collected data were entered in SPSS software 25 and analyzed at a significant level of 0.05
using the statistical tests of Kolmogorov—Smimov, Shapiro-Wilk, Chi-Square, and
Mann—Whitney.

Results: Most of the IUGR infants studied were girls (68.3%), Gravida and Parity were reported
to be 68.3% and 80% respectively in the study. Mean weight, APGAR score and neonatal
gestational age are reported as 1710.62+334.43 g, 7.71x1.47 and 35.7+ 1.98 weeks, respectively.
Most of the newbormns were born by cesarean section (92.7%). TORCH infection was reported in
three patients 7.3%. The mean gestational age of IUGR infants with TORCH infection was
reported to be less than other babies with IUGR. Therefore, the mean gestational age of subjects
with TORCH infection was 33+1.4 weeks and in others 35.94+1.91 weeks (p-value = 0.038). No
significant relationship between TORCH infection and gender, gravidity and parity of newborns
was found (p-value > 0.05).

Conclusion: TORCH infection was reported in 3 patients( 7.3%). No significant relationship
between TORCH infection and gender, gravidity and parity of newborns was found. (p-value >
0.05).

Keywords: Congenital infection, Intrauterine growth restriction, TORCH infections

1- Faculty of Pediatrics. Tehran Medical Sciences, Islamic Azad University ,Tehran, Iran
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Complications of Bacillus Calmette-Guérin Vaccination at a University Hospital in

Iranian Neonates
Dr. Soheila Siroosbalkht!

Abstract

Background: The most common complications of Bacillus Calmette-Guérin (BCG) vaccine are
lymphadenopathy, lymphadenitis, abscess and fistula. These happened in less than 1 percent of
vaccinated individuals. The aim of study is to see the frequency of these side-effects in Iranian
neonates at university hospital. Therefore, we decided to study the new results of BCG vaccine
complications at the university center and compare them with the previous results in Iran and other
countries until the relative position of Iran to be identified.

Methods: In prospective, descriptive-analytics studies with census method, 214 neonates at
Golestan Hospital in Tehran, Iran from May 2015 to Jan 2020 were studied. BCG vaccination was
performed for all these neonates at the Hospital. The neonates were examined monthly by a
physician and the questionnaires were filled.

Results: In this study, the rate of lymphadenopathy, lymphadenitis and fistulization of the Abscess
after BCG vaccination were 2.5%, 0.5%, and 0% respectively. No significant difference was
observed between the sex and age of the babies and the occurrence of the complications (p>0.05).
Conclusions: This study was shown a higher rate of lymphadenopathy and lymphadenitis after
BCG vaccination compared with the other countries studies. Various factors are involved in
making this difference, such as inaccuracy in the injection site and injection method, improper
dilution and type of vaccine manufacturer, a more immunogenic vaccine (Pasteur institute,
Tehran). Therefore, health authorities can help reduce the incidence of complications of BCG
vaccination with continuing education of the vaccination unit personnel's, monitoring the

preservation and method of vaccine preparation and a change of vaccine strain.

Keywords: BCG vaccination, lymphadenities, lymphadenopathy, Neonates, Vaccine.

1- Department of Pediatrics, Golestan Hospital, AJA University of Medical Sciences, Tehran, Iran
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How Can Gynecologists and Nurses be Effective in Reducing of

Early Breastfeeding Jaundice?
Dr. Soheila Siroosbakht!

Abstract

Background: Neonatal jaundice is one of the most common neonatal problems. About 60% of
term and 80% preterm neonates have jaundice. Due to the high prevalence of early neonatal
jaundice, which can lead to mothers’ concerns and even hospitalization of neonates, we decided to
study the frequency and risk factors of early breast feeding jaundice to determine the role of
gynecologists and nurses in the development of this type of jaundice.

Methods: This study was a cross-sectional descriptive study. Sampling methods was convenient.
Study populations included one hundred term, exclusively breastfed neonates and age equal or less
than seven days with jaundice who were admitted in Golestan and Khanevadeh hospital Tehran,
Iran from July 2019 to January 2020.

Results: The frequency of causes of jaundice in study population was 65% Non- Breastfeeding
Jaundice (NBFJ) (29 male, 36 female) including: 36% blood group incompatibility, 19% Rh
incompatibility and 10% G6PD deficiency. The frequency of Breast Feeding Jaundice (BFJ) was
35% (18 male, 17 female). The most significant factors in breastfeeding jaundice were: Use of
water or sugar water; depressed nipple; mother’s unwillingness to breastfeed; inappropriate
breastfeeding technique and birth weight lower than 2500 g.

Conclusion: The high prevalence of breastfeeding jaundice indicates that policies of breastfeeding
education need to revise. Breastfeeding education before delivery, more attention of gynecologists
to breast problems of mothers during pregnancy, professional coordination of nurses and
physicians for effective breastfeeding training and early mothers revisit after initial discharge of
neonates can reduce the frequency of breastfeeding jaundice and readmission of neonates.

Keywords: Breastfeeding, Breast Problem, Gynecologist, Neonatal Jaundice, Risk Factors.

1- Department of Pediatrics, Golestan Hospital, AJA University of Medical Sciences, Tehran, Iran
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Extraintestinal Manifestation of Inflammatory Bowel Disease and

Associated Factors in Pediatric Patients
Dr. Parisa Rahmani', Ghazaleh Rasti', Mojtaba Gorgi®, Farzaneh Motamed’, Parastoo Sharifi!

ARTICLEINFO ABSTRACT

Objective: Extraintestinal manifestations in irritable bowel disease (IBD), Crohn's disease and
ulcerative colitis are reported in different system of the body. We aimed to investigate the factors
determining disease severity and evaluate extraintestinal manifestations in patients with irritable
bowel disease based on disease activity scoring system.

Methods: This cross-sectional study was conducted on all patients with irritable bowel disease
referred to clinic and gastroenterology ward of (XXX). Medical history, gastrointestinal
complications and incidence of extra- intestinal manifestations were recorded. Disease severity in
ulcerative colitis was rated based on PUCALI (Pedi- atric Ulcerative Colitis Activity Index) score
and in Crohn's disease was calculated based on PCDAI (Pediatric Crohn's Disease Activity Index)
score.

Results: Of 73 children included in our study, 54.80% were diagnosed with ulcerative colitis and
45.20% were diagnosed with Crohn's disease. The most prevalent symptom was weight loss
(81.81 ea (80%), abdominal pain (77.5%) and weight loss (57.5%) in ulcerative colitis. The
average estinal manifestation of the disease was arthritis in 7 Crohn's disease patients (21.21%)
and 5 patients (12.5%) with ulcerative colitis, oral plague in 5 patients (15.15%) with Crohn's
disease and erythema nodosum in 2 patients (6.06%) with Crohn's disease.

Conclusion: The severity of oral plaque was positively associated with the severity of the disease.
There was no significant association among other parameters. Scoring systems, to determine the
extraintestinal manifestation, should be standardized based on the scoring outcomes.

Keywords: Inflammatory bowel Pediatric

PCDALI Gastrointestinal Irritable bowel

1-Pediatric Gastroenterology and Hepatology Research Center, Children's Medical Center,
Pediatric Center of Excellence, Tehran University of Medical Sciences, Tehran, Iran

2-Department of Pediatrics, School of Medicine, Childrens Medical Center, Tehran University of Medical Sciences, Tehran, Iran
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Spontaneous Resolution of Acute Abdominal Pain in a Child

Dr. Hedayat Heydarizade'

Abstract: Acute abdominal pain comprises a major part of presenting complaints in the pediatric
emergency department. Omental infarction (OI) is a rare cause of acute abdominal pain often
mimicking other more common etiologies. With the typically right-sided abdominal pain of OlI,
most cases are misdiagnosed as appendicitis and thus 1dentified intraoperatively. Demonstration of
successful conservative management of OI, however, highlights the significance of preoperative
diagnosis. Obesity is a well-documented risk factor, encountered frequently in OI patients.
Constitutional symptoms including but not limited to fever, nausea, and vomiting may accompany
OI. We represent a 10-year old overweight girl presented with acute abdominal pain and
nonspecific gastrointestinal symptoms. Epigastric tenderness was present, but laboratory workup
returned normal results. A diagnosis of Ol was made based on computed tomography and
ultrasound evidence of focal fat necrosis. The patient improved following supportive care.
Increasing rates of childhood obesity and treatment-wise implication of preoperative Ol diagnosis

.necessitate consideration of Ol when evaluating acute abdominal pain in the at-risk population

Keywords: acute abdominal pain, omental infarction, omental torsion, focal fat necrosis,

appendicitis

1- Assistant Professor Department of Pediatric, Faculty Member School of Medicine,

[lam University of Medical Sciences ,Ilam,Iran
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Protracted Bacterial Bronchitis (PBB):

It is usually diagnosed based on the presence of an isolated chronic wet-moist cough in a child who
otherwise appears well and absence of symptoms, signs or laboratory evidence suggestive of an
alternative cause of the cough, with resolution of the cough after antibiotic treatment.

Treatment with amoxicillin-clavulanate is usually effective.

GERD is probably an unusual cause of chronic cough in otherwise healthy children

Nonetheless, in selected children with nonspecific cough and other symptoms suggestive of
GERD (such as heartburn or regurgitation), it is reasonable to do an empiric trial of treatment for

GERD for four weeks, using acid-suppressing medications such as a Proton Pump Inhibitor (PPI).
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Chronic Cough
Dr. Seyyed Hossein Mirlohi
Chronic cough in children 14 years and younger usually is defined as a daily cough lasting four or
more weeks.
This definition is based upon expert consensus, as expressed in guidelines from the American
College of Chest Physicians (ACCP) and Thoracic Society of Australia and New Zealand
(TSANZ).
The British Thoracic Society (BTS) utilizes a threshold of eight weeks duration, which is the
threshold used to define chronic cough in adults.
relentlessly progressive prolonged acute cough [>three weeks]...may warrant investigation before
eight weeks.
Specific cough
Specific cough refers to a chronic cough that is ultimately attributable to an underlying physiologic
cause (which is usually but not always of pulmonary origin).
Wet/productive chronic cough
* Wheezing or dyspnea
* Onset after an episode of choking (even if days or weeks prior)
* Neonatal onset of symptoms
* Any other associated medical conditions (cardiac, neurologic, autoimmune or immunodeficiency
or suspicion thereof)
Nonspecific cough
Is defined as a chronic cough that does not have an identifiable cause after a reasonable evaluation.
A chronic cough is more likely to be nonspecific if it is dry and there are no abnormalities
identified on initial evaluation.
Chest radiography —Should be obtained as part of an evaluation in children with chronic cough.
An abnormal chest radiograph (other than perihilar bronchial thickening) is an important pointer
for specific cough.

Spirometry - Normal spirometry does not exclude disease.

1- Assistant Professor of Pediatric Pulmonology, Pediatric Respiratory and Sleep Medicine Research

Center, Children’s Medical Center, Tehran University of Medical Sciences, Tehran, Iran
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complications include:

Pleural effusion, empyema, pneumatocele, lung abscess, necrotizing pneumonia, systemic
infection with metastatic foci, persistent newborn pulmonary hypertension and air leak syndrome,

including pneumothorax, pneumomediastinum, pneumopericardium, and pulmonary interstitial

emphysema.
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Pneumonia in Children
Dr. Maryam Hassanzad'

Pneumonia is a serious infection or inflammation in which the air sacs fill with pus and other
liquid. Symptoms of pneumonia are as follows: Fever, chest or stomach pain, decrease in appetite,
chills, breathing fast or hard, vomiting, headache, not feeling well, fussiness.

Pediatric pneumonia is responsible for the deaths of more than 800,000 young children worldwide
each year, according to the United Nations Children's Fund. These deaths occur almost exclusively
in children with underlying conditions such as: chronic lung disease of prematurity, congenital
heart disease, immunosuppression.

The main types of pneumonia are:

Bacterial pneumonia: The streptococcus pneumonia is the most common bacterium that causes
bacterial pneumonia. Many other bacteria may cause bacterial pneumonia including: Group B
streptococcus, Staphylococcus aureus, Group A streptococcus. Bacterial pneumonia may have a
quick onset and the following symptoms may occur: Productive cough, pain in the chest, vomiting
or diarrhea, decrease in appetite, fatigue and Fever.

Viral pneumonia caused by various viruses, including: Respiratory syncytial virus or RSV,
parainfluenza virus, influenza virus, adenovirus. Early symptoms of viral pneumonia are the same
as those of bacterial pneumonia. However, with viral pneumonia, the respiratory involvement
happens slowly. Wheezing may occur and the cough may worsen. Viral pneumonias may make a
child susceptible to bacterial pneumonia.

Mycoplasma pneumonia presents somewhat different symptoms and physical signs than other
types of pneumonia. They generally cause a mild, widespread pneumonia that affects all age
groups but more commonly in older children. Symptoms usually do not start with a cold, and may
include: Fever and cough are the first to develop, Cough that is persistent and may last three to four
weeks and a severe cough that may produce some mucus.

Children who are more likely to get pneumonia include: With chronic illnesses, such as heart or
lung disorders, with asthma, infants born Prematurely, with a compromised immune system, such

as those who are HIV positive.

1- Pediatric Pulmonology,Professor ,NRITLD
Shahid Beheshti University of Medical Sciences, Masth Daneshvari Hospital
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Extraordinary Thalassemias
Dr. Fereidoun Mojtahedzadeh!

Abstract: There are some other forms of alpha and beta thalassemia which are not inherited in the
usual manner.

1) Thalassemia with mental retardation

A) ATR-X syndrome

B) ATR16 syndrome

2) Do

ATR-X syndrome: The most frequent clinical manifestation are; microcephaly, hypertelorism,
open mouth, protruding tongue, hypospadiasis, cryptorchidism, small penis, short stature and
skeletal abnormalities.

Genetic: This syndrome is inherited as an X-linked manner. The mother of the proband 1is either a
carrier or the affected individual may have a de-novo pathogenic variant.

ATRI16 syndrome: Clinical Manifestations: Club foot, microcephaly, hypertelorism, small ears,
short neck, anemia (alpha thal. Trait), retrognathia, developmental and speech delay.

Genetic: This is a rare genetic disorder in which affected individuals have a large loss of genetic
material in chromosome 16. In many, there are other chromosomal abnormalities as well.
Dominant beta Thalassemia: Dominant beta thalassemia or inclusion body beta thalassemias are
heterogeneous at the molecular level and are due to mutations at or near the beta globin gene locus,
that leads to the synthesis of truncated or elongated highly unstable beta globin gene products.
Unlike recessive beta Thalassemia which is prevalent in malaria endemic regions, dominant beta
thalassemia are rare, occurring in dispersed geographical regions including; northern and eastern
Europe, Japan and Korea. Clinical figures are like intermediate forms of beta thalassemia, by

virtue of the ineffective erythropoiesis, but also have elements of congenital hemolytic anemia.

1- Pediatrician, Genetisist, Associate Professor of Mazandaran University of Medical Sciences.
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[ Decreased palatelet production: Such as medications, infections

[J Splenic sequestration: Such as hypersplenism

Investigations:

- History and Physical Examination

- CBC, PBS, Mean Platelet Volume (MPV)

- Bone Marrow Aspiration (BMA)

- Bone Marrow Biopsy(BMB)

- Flowcytometry

- Genetic analysis, Molecular study

Management:

- Management In patients with thrombocytopenia is highly variable. Some times just wait and
watch, and sometimes even Hematopoietic Stem Cell Transplantation (HSCT) / or gene therapy
may be needed in these group of disorders.

Conclusion:

- Throbocytopenia in children has many differential diagnosis

- History & Physical Exam are main factors for correct Diagnosis & Treatment.
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Approach to Thrombocytopenia in Childhood
Dr. Bibi Shahin Shamsian'

Introduction: Thrombocytopenia is defined as a platelet count of <150,000/ml.
Thrombocytopenia is clinically suspected when there is a history of easy bruising or bleeding.
Thrombocytopenia may be present as an incidental finding during routine evaluation or during
investigations performed for other reason. The normal range of platelet count is between 150-450
x10 g/ L. The source of platelet is non nucleated cellular fragments by Megacaryocytes, and the
life spania about 10-14 days. The role of platelets include hemostatic role in association with Von
Willebrand factor and fibrinogen (adhesion and aggregation....).

Approach to Thrombocytopenia ( Bleeding Disorder):

o History and Physical Examination

o Type of Bleeding

o Time of Bleeding

o Associated Sign and Symptoms

o Familial History

o Male or Female

The etiology and Differntial Diagnosis( DD) of thrombocytopenia are very different. The etiology
of thrombocytopenia may be acquired or inherited.

The important group of Inherited Platelet Disordres (IPD) caused by molecular anomalies in
genes that are relevant in platelet formation and/or function. At present, around 60 types of IPD
due to molecular defects in about 75 different genes have been recognized

The Differential Diagnosis of Thrombocytopenia include:

Platelet destruction:

] Immune mediated: Such as ITP, HIV, NATN, JIA

L] Consumptive: Such as HUS, DIC

[ Decreased palatelet production: Such as medications, infections

1- MD. Pediatric Congenital Disorders Research Center. Mofid Children Hospital.
Shaid Beheshti University of Medical Sciences
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test for JIA, but if it is positive, it predictes a more progressive disease with joint damage and
disability. It is also may found in other rheumatologic diseases, infections, and in otherwise healthy

subjects.

Keywords: Blood Cell Count, Blood Sedimentation, C-Reactive Protein, Antibodies, Antinuclear
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Laboratory Investigations in Rheumatologic Disease

Dr. Leila Shahbaznejad'

Rheumatologic diseases are a group of diseases, which may present with different clinical and
laboratory manifestations. Laboratory investigations have an important role in the diagnosis and
management of rheumatologic disease. Here we try to discuss some of the most important
laboratory tests in the pediatric rheumatology field.

Complete Blood Cell count (CBC) is one of the most useful and valuable tests in rheumatologic
patients. Although any abnormality in this test may be related to non-rheumatologic etiologies, it
can guide the approach to diagnosis and management of the disease. Leukocytosis, neutrophilia,
anemia, and thrombocytosis are common in systemic vasculitis, Systemic onset Juvenile
Rheumatoid Arthritis (So JRA), polyarticular JRA, and periodic fevers. While leukopenia, anemia,
and thrombocytopenia are characteristics of Systemic Lupus Erythematosus (SLE) and
Macrophage Activation Syndrome (MAS).

Erythrocyte Sedimentation Rate (ESR) is useful for monitoring underlying disease activity and
treatment response. Proteins that contribute to the ESR generally have half-lives in days, so in
response to treatment, ESR decreased slowly. ESR may increase in most rheumatologic condition,
but dramatically decreases during MAS.

C Reactive Protein (CRP) increases within hours, in the most inflammatory processes and
rheumatologic diseases. In contrast, in some rheumatologic diseases, CRP may be in normal
values or slightly increased, especially in SLE, Juvenile Dermatomyositis (JDM), scleroderma and
Sjogren. In some instances, if the patient with SLE suffers from serositis, arthritis, or infection, the
CRP goes up.

Antinuclear Antibodies (ANA) are a large group of autoantibodies, associated with several
autoimmune diseases; the most common one is SLE. ANA may be found in infectious diseases,
malignancies, and healthy individuals, especially in women and relatives of patients with
rheumatologic diseases. In healthy children, 5% to 18% may have ANA in their serum samples at
titers in the range of 1:80 to 1:320. Over time, a proportion of them will decrease in titer or

disappear completely.

1- Pediatric Rheumatologist, Mazandaran University of Medical Sciences
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Imaging in Rheumatologic Diseases

Dr. Fatemeh Zamant'

Imaging of rheumatologic diseases is essential in the diagnosis and staging of diseases as well as
in assessing their activity and response to treatment. Imaging still depends on plain radiography,
but the early changes and disease activity can detect by ultrasound and MR imaging.

In imaging, what radiologically is seen and what is not seen, can help to differentiate between
different disease, with significant clinical and prognostic implications.

Radiologists should know the clinical background and laboratory tests, and should be familiar with
the clinical settings.

Radiologists should have a close communication with rheumatologist, and be familiar with the
rheumatologist requests and know what rheumatologist is looking for, to improve patient
management and establishing a systematic approach to imaging analysis and reporting.
Radiographies are not very sensitive for detection early inflammation in inflammatory rheumatic
disorders and requirement of imaging is limited. However, over the last 10—15 years new drugs
and new technologies have brought new challenges and opportunities to rheumatology and
radiology as specialties.

The best possible patient outcome is only achieved if the two specialties understand each other’s
viewpoint.

Keywords: Imaging, Pediatric, Rheumatologic Diseases

1- Assistant Professor of Radiology, Children Medical Center of Excellence, Tehran University of
Medical Sciences(TUMS), Tehran, Iran *Advanced Diagnostic and Interventional Radiology
Research Center, Tehran University of Medical Sciences, Tehran, Iran



53

Abstract Book of Annual Congress of Iranian Society of Pediatrics Rheum atology

Post- Streptococcal Reactive Arthritis (PSRA)
Dr . Abdolreza Malek!

Post- Streptococcal Reactive Arthritis (PSRA) may follow infection with either group A or group
G streptococcus. This incidence was twice that for Acute Rheumatic Fever (ARF) during the same
period. The age of the patients varied from 5-16 years-old with a mean of 9.7 years-old. It is
typically oligo articular, affecting lower-extremity joints, and mild symptoms can persist for
months. PSRA differs from ARF, which typically manifests with painful migratory polyarthritis of
brief duration. Because valvular lesions have occasionally been documented by echocardiography
after the acute illness, some clinicians consider PSRA to be an incomplete form of ARF. Certain
HLA-DRBI types may predispose children to development of either PSRA (HLA-DRB1*01) or
ARF (HLA-DRBI1*16). NSAIDs are the principal drugs used in treatment. Antimicrobial
prophylaxis to prevent recurrences, and possibly subsequent cardiac disease. the American Heart
Academy (AHA) has suggested prophylaxis for one year, If carditis is not detected by then,
prophylaxis is discontinued.

Keyword: Post- Streptococcal Reactive Arthritis, Carditis, Acute Rheumatic Fever.

1-Pediatric Rheumatologist, Department of Pediatrics, Faculty of Medicine, Mashhad University of
Medical Sciences, Mashhad, IRAN
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T a complication of established rheumatic heart disease (RHD) rather than ARF because of a

lack of awareness of the symptoms of ARF or lack of access to care.

Table 210.2 | Guidelines for the Diagnosis of Initial or Recurrent Attack of Rheumatic Fever (Jones Criteria, Updated 2015) :
SUPPORTING EVIDENCE OF ANTECEDENT GROUP

MAJOR MANIFESTATIONS MINOR MANIFESTATIONS A STREPTOCOCCAL INFECTION
Carditis Clinical features: Positive throat culture or rapid streptococcal antigen test
Polyarthritis Arthralgia Elevated or Increasing streptococcal antibody titer
Erythema marginatum Fever
Subcutaneous nodules Laboratory features:
Chorea Elevated acute-phase reactants:

Erythrocyte sedimentation rate

C-reactive protein
Prolonged P-R interval

1. Initial attack: 2 major manifastations, or 1 major and 2 minar manifestations, plus avidance of recant GAS infacticn. Racurrent attack: 2 major, or 1 major and 2
minar, oc 3 minoe mandastations (the lattar only in the Modarate/High-Risk population), plus evidanca of racent GAS infection [see text).

2. Low-Risk population iz defirad = scute theumatic faver (ARF) incidance <2 par 100,000 school-aga children par year, or all.age rhaumatic heart disease (RHD)
pravalence of <1 per 1,000 population. Moderate/High-Risk population is defined as ARF incidence »2 per 100,000 scheal-ags childran per year, o allags RHD
pravalence of »1 per 1,000 population

3. Cardhtis is now d:ﬁn:dpas clinical andfar subdlinical (echacardiographic valvulitis). Sae Table 2103,

4. Arthritis {major) rafars only to polyarthritis in Low-Risk populations, but also to monoarthritis or palyarthralgia in Modarata/High-Risk pepulations.

5. Minge critedia for Mederate/High-Risk populations enly indude monoarthralgia (polyarthralgia for Low-Risk populations), fever of »38°C [(-38.5°C in Low-Risk
populatiors), ESR =30 menvhr (=40 memvhr in Low-Risk populations).

From Gewitz MH, Baltimara RS, Tani LY, et al: Revision of tha Jones Criteria for the diagress of acuta thaumatic faver in tha ara of Coppler achecardiography: a
scantific statamant fram the Amarncan Haart Assadation, Circulation 131(20):1806-1818, Z015.
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Acute Rheumatic Fever

Clinical Manifestations and Diagnosis Criteria
Dr. Seyyed Reza Raeeskarami’
Arthritis, carditis, Sydenham chorea (SC), erythema marginatum, and subcutaneous nodules
constitute the major clinical manifestations of Acute Rheumatic Fever. A patient may present with
only one, two or more of these manifestations and with varying degrees of severity of each.
Although the severity and frequency of these manifestations vary considerably from patient to
patient, their overall frequencies in various populations are similar. Minor manifestations of ARF
include fever, arthralgia, abnormal acute phase reactants and a prolonged PR interval.
Major Manifestations
Carditis:
Carditis is the most common clinical manifestation of ARF and is the most frequent cause of
morbidi.ty and mortality in patients with ARF.
Arthritis:
Arthritis occurs in up to 70% of patients. Although it is a very common major manifestation, it is
relatively less specific than the other major criteria because it is encountered in such a large
number of other rheumatic diseases. As such, it is the most common cause of a misdiagnosis of
ARF. Despite its lower specificity, the arthritis of ARF has characteristics that can help in its
differentiation from arthritis of other causes.
Sydenham Chorea:
SC, also known as St. Vitus’ dance, 1s a manifestation of inflammatory involvement of the basal
ganglia and caudate nucleus of the brain, which occurs in about 15% of patients.
Erythema Marginatum:
Erythema marginatum is characteristic of theumatic fever and occurs in less than 5% of patients.
This rash is nonpruritic and macular with a serpiginous erythematous border.
Subcutaneous Nodules:
The subcutaneous nodules of ARF, which were most common in patients who developed chronic

rheumatic heart disease and were a sign of severe involvement, now occur rarely.

1- MD; Pediatric Rheumatologist ,Tehran University of Medical Sciences
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Seizure in COVID
Dr. Farzad Ahmadabadi’

Although the severity of COVID 19 pandemic has decreased, It is still a health problem in the
world.
At the beginning of the pandemic in 2019. It was thought that the disease did not affect children.
After a while, it was suggested that although children are involved, the severity of the disease is
milder in them.
The passage of time and the continuation of the pandemic have shown that many children are
hospitalized with severe COVID symptoms, and complications such as MIS-C, neurological
problems, and autoimmune disorders are not uncommon in children.
We want to discuss about Seizure in children COVID and its management.
If any child with COVID +Seizure referred to us at 1st step we must to assess the fever. If There
wasn't fever and patient had previous seizure history and drug use, it should be measured drug
level of Anti Epileptic Drugs.
In Patients without history of seizure,anti epileptic therapy must to start with Levetiracetam and
follow up wit EEG 3 month later. If 2second EEG was normal drug should be deceased. In cases
with abnormal EEG AED continue at least till 2 years.
In febrile patients , if age was under | year, we start the Phenobarbital .
In more than 1 year patients, treatment will be according to some risk factors. In high risk patients
we must to prescribe the drug and continue it at least 2 years.
All Epileptic patients must take COVID vaccine if there is not any allergic contraindication against
vaccine.
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1-Pediatric Neurology Research Center of Excellence,Shahid Beheshti University of Medical
Sciences.Tehran/Iran - Pediatric Neurology Department, Mofid Children's Hospital, Shahid Beheshti
University of Medical Sciences. Tehran/Iran
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Important historical findings of heart disease in infants
Symptoms/signs  Cardiac relevance Condition

Fast breathing

Decreased lung compliance

Pulmonary edema

Congestive heart failure

Wheezing/coughing/congested

breathing

Pulmonary edema

Compression of airways Vascular
compression

Congestive heart failure
Chamber enlargement
Vascular ring/sling

Turning blue spells
‘Chest poundi_ng

Excessive sweating
Episodes of screaming

Right-to-left shunting

| Hyperd_ynami_c circulation

' Increased sympathetic activity

Angina

Pink tetralogy
Cyanotic heart disease

Left-to-right shunt
Cardiomegaly
Heart failure
Coronary ischemia

Feeding difficulty
Failure to thrive

Effort intolerance

| Increased work of breathing

Practical Considerations for Initial Care Providers

Congestive heart failure

* Ductal-dependent lesions should be a consideration in all neonates presenting in shock

and/or cyanosis in the neonatal period.

* PGEI infusion may be lifesaving if instituted even prior to an established diagnosis.

* FO-dependent lesions (TGV, obstructed TAPVR) may need balloon atrial septostomy.

« All patients with suspected CCHD should be promptly transferred to tertiary care centers.
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Age-specific lesions and most common ED presentations

Young infant
(2—6 months)

Lesions dependent on pulmonary
vascular resistance
* Ventricular septal defects
* Atrioventricular canal defects
* Large patent DA
* Unobstructed TAPVR

Volume overload, congestive heart
failure

* Tachypnea

* Tachycardia

* Poor feeding

* Hepatomegaly

* Pulmonary edema

* Facial edema

* Increased work of breathing,

diaphoresis

Young infant
(2—-6 months)

Lesion dependent on pulmonary
arterial pressure
* Anomalous left coronary artery
from the pulmonary artery
(ALCAPA)

Shock

Any age

Acquired heart disease

* Myocarditis

» Cardiomyopathy

» Pericarditis

» Cardiac tumor

Arrhythmias

* Supraventricular tachycardia
» Heart block

May present with mild, vague
symptoms, older children may
present with dyspnea, exercise
intolerance

Younger children may present with
poor feeding, irritability, or shock

Risks of commonly employed treatment strategies

* Oxygen—pulmonary vasodilator: worsening pulmonary edema, pulmonary circulation steal
from systemic circulation—peripheral vasoconstrictor, increased afterload

(CPP = MAP-CVP)

Fluid bolus—worsening pulmonary edema—decreased coronary perfusion

metabolic acidosis

Albuterol—increased myocardial oxygen consumption—worsening tachypnea and

Furosemide—worsened relative hypovolemia

Treatment with bronchodilators worsens clinical state

Apparent dehydration leads to inappropriate fluid expansion
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Symptomatology of Cardiac Emergencies in Children
Dr. Avisa Tabib !

Emergency presentation of heart disease in children

Symptom | Clinical manifestations | Pathophysiology | Underlying state
Respiratory | ¢ Tachypnea e | Lung compliance | ¢ Pulmonary edema
distress * Retractions * Metabolic acidosis | * Airway obstruction

* Wheezing  Respiratory * Anxiety

* Grunting alkalosis * Baroreceptor stimulation
Shock ' Tachycardia Decreased cardiac ¢ Obstructive lesions

* Poor perfusion output * Decreased contractility

* Hypotension | * Increased afterload
Cyanosis | Central cyanosis ' Hypoxemia | Right-to-left shunt

Of these symptom complexes, respiratory distress and shock are fraught with many diagnostic
pitfalls and may be mistaken for other commonly encountered entities in children such as asthma,
bronchiolitis, pneumonia (respiratory distress), dehydration, and sepsis (shock).

Chronology of Presentation of Heart Disease in Children

The fetus tolerates complex congenital heart lesions as the foramen ovale and ductus arteriosus
allow the right side of the heart to take over the function of the left side of the heart and vice versa.
Neonatal and infantile cardiopulmonary adaptation has a profound influence on the likelihood of a
specific congenital heart lesion presenting at a given age.

Soon after birth, with initiation of air-breathing and oxygen-induced pulmonary vasodilation, the
Pulmonary Vascular Resistance (PVR) falls to 50% of Systemic Vascular Resistance (SVR) which
rises as placental circulation ceases to exist.

The FO and DA initially close functionally and then subsequently close anatomically.

1-MD; Associate Professor of Pediatric Cardiology

Rajate Cardiovascular Medical & Research Center
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Cardiac Involvements in Rheumatic Fever
Dr. Mojtaba Gorji!
The main manifestation of Rheumatic Fever associated with long-term morbidity and mortality is
carditis. Rheumatic carditis remains the most common cause of acquired heart disease in children
and young adolescents in developing countries. Despite traditionally being described as a
pancarditis, the dominant abnormality with acute rheumatic cardiac involvement is the valvulitis,
specifically mitral and/or aortic regurgitation.
The clinical presentation may be quite variable, ranging from the asymptomatic patient with a
characteristic heart murmur to the critically ill patient presenting in heart failure.
Approximately 80% of patients who develop carditis do so within the first 2 weeks of the RF
illness. If the cardiac involvement is mild, patients may show complete resolution of cardiac
findings, but patients with moderate-to-severe carditis are more likely to experience persistent
and/or evolving Rheumatic Heart Disease.
Mitral regurgitation(MR): Is the dominant cardiac abnormality of patients with ARF. Patients
with acute mild MR are asymptomatic but moderate-to-severe MR usually present with features of
left heart failure. Secondary pulmonary hypertension may develop.
Aortic regurgitation(AR): Occurs in approximately 25% of patients with acute rheumatic
carditis, usually in combination with MR. Patients with acute mild aortic regurgitation are usually
asymptomatic. Moderate-to-severe acute AR result in heart failure. Acute rheumatic AR is less
likely than MR to disappear with resolution of the acute inflammatory stage of the illness.
Cardiac manifestations of chronic RF are MR, AR, Mitral stenosis -Aortic stenosis in order of
prevalence. Chronic mitral regurgitation is the most common form of RHD in children and young
adults, while mitral stenosis is increasingly common in patients in the 4th to 6th decade of life.
Chronic MR and AR may remain asymptomatic for years.
Mitral stenosis (MS): Chronic RHD is the most common cause of MS. MS does not occur with
acute carditis. The interval between the occurrence of RF and the onset of symptoms from mitral
stenosis 1s usually 15 to 40 years but less in developing countries.
Aortic stenosis(AS): Like mitral stenosis, aortic valve stenosis is a form of chronic rather than

acute RHD and usually occurs 20 to 40 years after the acute illness as adhesions.

1- Pediatric Cardiologist
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Racemic epinephrine therapy should be closely monitored for its adverse effects such as
tachycardia.

Hospitalization is indicated for patients with (1) severe respiratory distress, (2) stridor at rest, (3)
hypoxia below baseline oxygen saturation and (4) those requiring repeated racemic epinephrine
nebulizations.

Gastroenteritis:

Dehydration can affect cardiac output by decreasing the preload or the diastolic loading of the
heart. Cardiac output 1s further compromised m a child with poor cardiac contractility and
ventricular compliance. With a Fontan procedure, the patient is particularly vulnerable to
decreased cardiac output because of dehydration with predilection to hypoxia from compromised
pulmonary blood flow.

Increasing the Mean Systemic Venous Pressure (MSVP) with a normal saline fluid bolus is
necessary to improve the pulmonary blood flow and increase oxygen saturation. While addressing
dehydration with a fluid bolus is essential, close monitoring for signs of volume overload is
necessary in a child with known heart disease due to potential for congestive heart failure.
Rehydration should be conducted in frequent, small increments of 5—10 mL/kg of normal saline
until clinical improvement in heart rate, oxygen saturation, perfusion, and mental status 1s noted.
In cyanotic heart disease or after a Norwood procedure, pulmonary circulation is dependent on a
systemic to pulmonary shunt such as a Blalock-Taussig shunt. Dehydration and the resultant hyper
viscosity may predispose to thrombosis within the shunt. Thus, acute dehydration should be
promptly treated with volume resuscitation and further investigation, including an echocardiogram

if a shunt obstruction is suspected.
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Beta-agonist therapy has been associated with tachyarrhythmias, congestive heart failure,
myocardial ischemia, and cardiac arrest.

Heated, humidified, High-Flow Nasal Cannula (HFNC) therapy has emerged as an important
noninvasive modality of respiratory support and has been shown to significantly reduce the need
for mechanical ventilation in children with bronchiolitis .

HFNC is well tolerated when compared to nasal Continuous Positive Airway Pressure (CPAP).
Croup: Croup is caused by parainfluenza virus, adenovirus, influenza, and respiratory syncytial
virus and presents with an upper respiratory tract infection, low-grade fever, and coryza followed
by a barking cough. The degree of respiratory distress due to the subglottic narrowing can be
variable, but the illness itself'is usually self-limited with resolution of symptoms within a few days.
Children aged 6-36 months are most severely affected.

Children with heart disease, either pre-repair or at any stage in their repair, are at an increased risk
of compromised cardiac output due to the excessive increase in the negative intrathoracic pressure
during inspiration. Adequate airway management and effective ventilation are important. Children
with heart disease and croup may have worsened hypoxia, especially if they have an underlying
cyanotic heart condition. In such patients, oxygen should be utilized to target their baseline oxygen
saturations. The increase in negative intrathoracic pressure leads to an increase in afterload that
imposes extra demands on a potentially poorly functioning ventricle or functionally univentricular
heart. The dominant effects of mechanical ventilation are to decrease the left ventricular afterload.
Thus, in a child with croup and airway obstruction, the use of judicious intubation and
positive-pressure ventilation helps counteract the increased negative intrathoracic pressures seen
with obstructed inspiration. The management of croup in a child with univentricular physiology
necessitates close monitoring for potential hypoxia and worsening obstruction with a low
threshold for early intubation. In children with heart disease, a history of prior intubations,
prolonged neonatal ventilation, and genetic conditions such as Down Syndrome, there may be an
underlying subglottic narrowing. Thus, the use of dexamethasone, recommended in all children
with croup, is especially useful in children with heart disease. The use of racemic epinephrine
nebulization along with dexamethasone is recommended in children with croup who present with

stridor at rest.




40

Abstract Book of Annual Congress of Iranian Society of Pediatrics Cardiology

Dynamic hyperinflation and auto-PEEP may result in a decrease in systemic venous return which
in turn can lead to reduction in cardiac output. Further, hyperinflation can increase PVR resulting
in increased RV afterload. Pulmonary hypertension can be worsened by hypoxia and acidosis
which in turn impairs cardiac output.

Patients with single ventricle physiology after Norwood procedure present to the ED with
worsening hypoxia secondary to respiratory infections. While providing supplemental oxygen to
these patients, it is important to maintain the oxygen saturation between 75% and 80% to balance
pulmonary and systemic blood flows. Patients with functionally univentricular heart physiology
after Glenn procedure are more likely to present to the ED with cyanosis.

Serum B-Natriuretic Peptide (BNP) concentrations have been shown to be useful in diagnosing
heart failure in children with heart disease who present with respiratory distress. In a prospective
cohort study of children with heart disease and bronchiolitis, those children with heart failure had
a higher level of BNP when compared to those who did not have heart failure.

Most of the patients with heart disease and bronchiolitis will require admission to the hospital for
observation given their high-risk status and severe clinical course. Younger infants, those with
heart failure and acyanotic heart disease requiring medications or surgery, tend to have a
particularly more severe clinical course. Other risk factors for hospitalization in children with
underlying heart disease include children with chromosomal abnormalities such as trisomy 21,
cardiomyopathy, and hemodynamically significant heart disease. The main treatment for
bronchiolitis is supportive care with oxygen and hydration. Fluids should be used judiciously in
children with congestive heart failure. Those children with underlying heart disease who are
preload dependent for their cardiac output would benefit from cautious IV hydration with aliquots
of 5 mL/kg normal saline with close monitoring of vital signs and clinical signs for heart failure.
While oxygen administration is beneficial in children who are hypoxic secondary to a respiratory
tract infection, it should be used with caution and only to maintain the oxygen saturation at the
patient’s baseline level. There is no role for administration of bronchodilators in the ED in children
with bronchiolitis. Use of bronchodilators, in addition to lack of beneficial effect, may be
especially harmful in children with underlying heart disease as the tachycardia associated with

such treatment may further increase myocardial oxygen consumption.
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In certain conditions, such as pericardial effusion and airway obstruction, the normal decline in
systolic blood pressure during inspiration is exaggerated (>10 mmHg), termed Pulsus Paradoxus
(PP). In extrathoracic airway obstruction (e.g., croup) and intrathoracic airway obstruction (e.g.,
asthma, bronchiolitis), the pressure changes associated with respiration are pronounced resulting
in greater afterload and lower preload for LV. While a normal heart is capable of handling these
pressure changes, a functionally challenged heart (myocarditis, patient after Norwood procedure,
etc.) may rapidly decompensate.

In addition to the negative inotropic effects of hypoxia and acidosis on the myocardium, arterial
blood gas and the acid-base status have significant effects on PVR.

Hypercarbia, hypoxia, and acidosis are potent pulmonary vasoconstrictors posing additional
burden on the RV and also increasing resistance to passive pulmonary circulation in patients after
Fontan operation. An increase in arterial PO2 on the other hand leads to pulmonary vasodilatation
and decreased PVR. An excessively decreased PVR may result in increased left-to-right shunting
in lesions with systemic to pulmonary communication or diversion of systemic blood flow to
pulmonary circulation in a functionally univentricular heart.

Bronchiolitis:

Although a diverse group of viruses can cause bronchiolitis, Respiratory Syncytial Virus (RSV)
and rhinovirus are the two most common pathogens. Typically, infants present with upper
respiratory tract infection symptoms and signs of respiratory distress with crackles or wheezing.
Infants less than 3 months of age are also prone to apnea.

Nearly one-half of hospital admissions related to acute respiratory tract infections in infants with
heart disease are secondary to bronchiolitis.

Children with heart disease and RSV bronchiolitis have been shown to have a higher rate of
hospitalization, longer length of hospital stay, higher severity of illness as judged by the need for
intensive care admission (63% vs. 14%) and invasive ventilation (22% vs. 0.5%), and a
significantly higher mortality rate (37% vs. 1.5%) compared to those without heart disease.
Airway obstruction associated with bronchiolitis can result in wide intrathoracic pressure

fluctuations during respiration and increased left ventricular afterload.
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Common Problems in the Emergency Department in a Child

with Known Heart Disease
Mohammadreza Sabri MD!

Patients with known heart disease often present with illnesses not related to their underlying
disease, and the interplay between their acute illness and underlying heart disease can be
challenging to manage. Further, with the surgical repair of certain heart diseases at an earlier age
and the improved outcomes of children with congenital heart diseases.

A retrospective study evaluated the common reasons for presentation to a tertiary care Emergency
Department among 286 children with known heart disease. The most common presenting
complaints in these patients were respiratory tract infections (24.1%), dysrhythmia (16.4%), heart
failure (14.3%), aggravated cyanosis (5.6%), protein-losing enteropathy (4.9%), hemoptysis
(4.5%), drug side effects (4.1%) and infective endocarditis (3.0%).

The highest mortality (5.8%) in the study cohort was related to respiratory infections.

Atrial flutter was the most frequent arrhythmia (70.2%) and 70% of these patients were
post-Fontan surgery.

Children with Congenital Heart Disease at any stage of repair are at an increased risk of suffering
from complications from routine childhood infections. It 1s important that the pediatric care
providers be familiar with the pathophysiology of various types of cardiac diseases as the
management of common pediatric medical complaints varies with the type of underlying heart
disease. Children with underlying heart disease tend to have a higher mortality and morbidity and
a more complicated hospital course from common pediatric illness compared to children without
heart disease.

Influence of Intrathoracic Pressure Changes on Cardiac Function:

Fluctuations in intrathoracic pressure during respiration influence both the preload and afterload of
the Left Ventricle (LV) but only the preload of the Right Ventricle (RV). This is because the entire
pulmonary circulation (arterial, capillary and venous) resides in the thoracic cage and is subjected
to the same pressure change. Part of the systemic circulation, on the other hand, lies outside the
thoracic cage and is not exposed to the same changes in pressure compared to the part within the

thoracic cage.

1- Professor of Pediatric Cardiology, Isfahan University of Medical Sciences
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Both Sexes:

* Hypothyroidism

* McCune-Albright Syndrome

Incomplete (Partial) Precocious Development:
" |Premature Thelarche

_|Premature Pubarche (Adrenarche)

[1Premature Menarche
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* Hepatic Tumors

» Leydig cell tumors

» Familial Male Gonadotropin-Independent Precocious Puberty

* Type LA pseudohypoparathyroidism

* Virilizing adrenal tumor

» Virilizing Congenital Adrenal Hyperplasia(CAH)
[JFeminization in Males

* Adrenal neoplasm

* Chorioepithelioma

* Testicular neoplasm (Excessive production of aromatase)

* Increased extraglandular conversion of circulating adrenal androgens to estrogen.

* latrogenic (exposure to estrogens)

* CAH (decrease Androgen)

Females:

[JIsosexual:

* Juvenile Granulosa Cell Tumor

* Follicular Cyst

* Feminizing Adrenal Tumors

[1Virilization in Females:

» Congenital Adrenal Hyperplasia

CYP21 deficiency

CYP11BI deficiency

3B-HSD deficiency

* Virilizing adrenal neoplasm (Cushing syndrome)
* Virilizing ovarian neoplasm (e.g., arrhenoblastoma)
* latrogenic (exposure to androgens)

» Cortisol resistance syndrome

» Aromatase deficiency
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Causes and Types of Precocious Puberty
Dr. Parisa Tajdini!

Precocious Puberty

Onset 9 yr in males of secondary sexual characteristics before 8 yr in females and

Precocious puberty may be classified:

I- Central ( gonadotropin dependent, or true), always isosexual and from hypothalamic-pituitary-gonadal
activation.

2-Peripheral (gonadotropin independent or precocious pseudopuberty) Isosexual or heterosexual .
3-This mixed type of precocious puberty occurs

Peripheral precocious puberty can also induce maturation of the

Hypothalamic- pituitary-gonadal axis and trigger the onset of central puberty.

[1Congenital adrenal hyperplasia

[IMcCune-Albright syndrome,

[JFamilial male-limited precocious puberty

When the bone age reaches the pubertal range (10.5-12.5 yr).

Central Precocious Puberty(CPP)

Early activation of the hypothalamic-pituitary-gonadal axis and 5 to 10 fold more frequently in
females than in males .

At least 90% of females have an idiopathic form Structural Central Nervous System(CNS)
abnormality may occur in 25-75% of males with CPP.

Hypothalamic hamartomas are the most common brain lesion.

Other CNS lesions or insults include:

Postencephalitic scars, tuberculous meningitis, tuberous sclerosis, severe head trauma.
hydrocephalus either isolated or associated with myelomeningocele. Low-grade gliomas, the most
common types of such neoplasms in children with neurofibromatosis type [(NF-1). Pineal or
hypothalamic germ cell tumors can cause CPP in males.

Peripheral (gonadotropin independent or precocious pseudopuberty) Males:

L Tsosexual:

* Chorionic Gonadotropin-Secreting Tumors

1- Pediatric Endocrinologist, Pediatric Health and Diseases Research

Center, Semnan University of Medical Sciences, Semnan ,Iran
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low uptake may also occur later in Hashitoxicosis with autoimmune destruction of the gland.
Antithyroid drug treatment is not effective or indicated. Treatment with beta-adrenergic receptor
blockers improves thyrotoxic clinical manifestations until the destructive thyroiditis resolves,

generally within three months.
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Aquired Goiter in Children and Adolescents
Dr Neda Mostofizadeh'
Most children and adolescents with goiter have normal thyroid function, but some are hypothyroid
or hyperthyroid. In iodine-sufficient areas, the most common causes are chronic autoimmune
(Hashimoto) thyroiditis and colloid goiter. Worldwide, iodine-deficiency goiter is far more
common.
Once a goiter 1s detected, the diagnostic evaluation is aimed at identifying the underlying cause
and assessing thyroid function to determine management. Based on clinical presentation acquire
goiter can be symptomatic or asymptomatic. Thyroid function tests should be performed in all
children and adolescents (regardless of whether clinical manifestations of hypo- or
hyperthyroidism are present. All children should also have tests for thyroid antibodies.

Thyroid ultrasonography should be performed in children with palpable thyroid nodules,
asymmetry of the gland or suspicious cervical adenopat .We also suggest ultrasonography for
baseline evaluation of children with positive thyroid antibodies but without these features,
although practice varies on this point.

Management of patients with chronic autoimmune thyroiditis depends upon thyroid function.
Euthyroid Patients: Treatment with levothyroxine is not routinely indicated for patients with
autoimmune thyroiditis and normal thyroid function .Thyroid function tests should be monitored,
initially six months after diagnosis and then annually and treatment initiated if abnormalities
develop.

Overt Hypothyroidism: Treatment with levothyroxine is indicated in children with a goiter and
overt hypothyroidism, evidenced by elevated serum TSH>10mU/L) and low serum T4 or free T4.

The purpose is to treat the hypothyroidism, but the treatment also tends to reduce goiter size.

If levothyroxine treatment is initiated, we generally continue therapy until growth and pubertal
development are complete, then do a trial off of treatment and recheck serum TSH and free T4 one
month later to distinguish transient from permanent cases.

Hyperthyroid Patients :Occasionally, patients with chronic autoimmune thyroiditis present with
hyperthyroidism characterized by thyrotoxic symptoms and low radioiodine uptake; this may

represent a destructive thyroiditis, termed "painless" or "silent" thyroiditis.

1- Pediatric Endocrinologist, Isfahan University of Medical Sciences
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Subclinical Hypothyroidism in Children

Dr. Danial Zamanfar'

Subclinical Hypothyroidism (SH), also known as isolated hyperthyrotropinemia or mild
hypothyroidism, is a biochemical condition characterized by serum TSH concentrations above the
upper limit of the reference range, but normal concentrations of free T4 (FT4). The upper limit of
the normal range for TSH lays between 4.0-5 mU/L, but considerable differences exist in
childhood across and within age ranges and laboratory assays. Therefore, it is advisable to
diagnose SH after at least two independent measurements of TSH concentrations. SH has been
recently categorized as grade 1 or mild, when TSH level is between the upper limit of the reference
range and 9.9 mU/L, and grade 2 or severe, when TSH 1s 10 mU/L or higher. In children, SH is
often a benign therefore, the need for L-T4 supplementation remains controversial, particularly in
mild SH.

Etiology of Subclinical Hypothyroidism in Children include: Hashimoto thyroiditis, persistent
neonatal hyperthyrotropinemia, thyroid gene defects and gland dysgenesis, nutritional iodine
deficiency or excess, drugs,exposure to ionizing radiations, syndromes (i.e. Down, Turner,
Williams, Pseudohypoparathyroidism), obesity, macro-TSH, idiopathic.

Risk factors for progression to overt hypothyroidism include: Increasing age, goiter, positive TPO
Ab and higher baseline TSH concentrations. A transient mild elevation of TSH may be observed
in children treated with thyroid hormone who are undertreated or non-compliant to the treatment
or in cases of interaction with other substances (i.e. iron, calcium). Chronic low iodine intake may
result in mild-to-severe SH as well as in goiter and overt hypothyroidism. SH may also occur in
subjects with high iodine intake. In children with no definite underlying cause SH is labeled as
idiopathic and natural course of is generally benign. When approaching a child with SH the first
step is to re-evaluate TSH concentrations after 4-12 weeks depending on the degree of TSH
elevation. In childhood and adolescence the management of SH is controversial due to the lack of
high-quality data on long-term outcomes. Treatment should be considered for autoimmune or

non-autoimmune forms of SH when TSH concentrations are above 10 mU/L.

1- Pediaterc Endocrinologist, Associated Professor of Mazandaran University of Medical Sciences
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Summary of Congenital Hypothyroidism

Dr. Setila Dalili!

Congenital Hypothyroidism (CH) in term and preterm neonate should be updated in screening,

diagnosis, treatment, and follow-up of children with all forms of CH. We tried to evaluate the

national congenital hypothyroidism protocol based on the latest guideline consensus.
The guideline of CH treatment in term neonates 1s summarized in figure 1.
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Figure 1: Guideline of treatment in term and premature

neonates.

*In premature neonates, tests should be rechecked at 2, 6,

and 10 weeks despite normal lab tests.

** The only difference between term and premature

neonates.

1- Pediatric Diseases Research Center, Guilan University of Medical Sciences, Rasht, Iran.
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CT scan: Is a highly sensitive, specific, accurate and first line modality in suggestive renal stone,
which has been considered as the gold standard and first radiologic procedure of nephrolithiasis,
with 96% sensitivity and 98% specificity (99% sensitivity and 94% specificity in low dose CT
scan).

Non contrast spiral abdominal CT scan can delineate the number, location, composition and
surgical decision approach to renal stones. It is the modality of choice in patients with a BMI more
than 30, and shows both calcium stones or radiolucent stones on KUB.

MRI: The sensitivity of MRI for detection of renal stone is about 82%, which is higher than
ultrasonography and KUB, and less than CT scan. MRI has been suggested as an adjunctive
(second-line) modality in non diagnostic ultrasound during pregnancy or undetected low dose CT
scan.

Conclusion: Abdominal CT scan has been recommended as the first-line investigation for adult
patients with suggested obstructive NL.The others recommended abdominal CT scan in equivocal
ultrasound reports.

Some guidelines recommended ultrasonography as a first-line evaluation for patients with
suspected obstructing NL. Others guidelines recommended ultrasonography as the first line
imaging modality, and non-contrast abdominal CT scan in normal diagnostic sonography, with
highly suspicious renal stone.

The most commonly used first line imaging for children is the combination of plain X ray and
ultrasound over IVP, which has lower sensitivity in small renal stones less than 3 mm, without a

shadow, and in a decompressed system.
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Radiologic Evaluation of Children with Nephrolithiasis
Dr. Azar Nickavar'

Introduction: The incidence of renal stones have been rising over the last years for improved
detection, changes in dietary habits, and increasing the incidence of obesity. Important roles of
imaging are initial diagnosis, determination of stone location and its measurement, associated
complications, treatment planning, follow-up of medical treatment or urologic interventions, and
confirmation of stone passage.

Children presenting with flank pain and hematuria are likely to undergo imaging studies for
excluding renal stones. Multiple available imaging modalities are CT scan, ultrasonography,
Kidney Ureter Bladder (KUB) plain radiography, and MRI with different sensitivity, specificity,
ionizing radiation, and relative costs.

Choosing the correct imaging modality for evaluation of renal stones depends on different factors
such as clinical setting, patient body habitus, cost, and ionizing radiation.

KUB: About 90% of renal stones are radiopaque in abdominal X-ray. KUB has 57% sensitivity
(37% 1n stones <5 mm, 87% for larger stones) and 76% specificity for diagnosis of nephrolithiasis
(NL), respectively. Overall, KUB is a cost effective modality for monitoring of stone growth in
patients under medical treatment, especially those with a known stone disease. But, it is less useful
in the setting of acute stone.

Ultrasonography: A low-cost imaging modality, without ionizing radiation, which is becoming
the primary alternative to renal CT-scan. Renal stones strongly reflect ultrasonic waves and appear
as bright echogenic structures. In addition, ultrasonic waves do not penetrate through stones, and
leaving a nonechogenic dark posterior acoustic shadow beyond the stone, especially in large renal
stone. Small stones, less than 5 mm in size, may be difficult to be detected on ultrasound.
Ultrasonography is less sensitive and specific than renal CT scan for detecting and sizing of stones,
but with good and reliable accuracy for detection of hydronephrosis.

Different guidelines suggested ultrasound as the first-line imaging modality in young individuals

or pregnant patients.

1- Pediatric Nephrologist, Iran University of Medical Sciences
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Fluid Therapy in Eedematous Patients
Dr. Dartush Fahimi'

Parenteral fluid therapy consists of three major components;

a- Maintenance therapy: Restoration of normal ongoing losses (i.e. urine output + insensible water
loss)

b- Deficit therapy: Restoration of previously abnormal losses

c- Replacement therapy: Restoration of abnormal ongoing losses

Based upon clinical and laboratory manifestations and judicious use of ancillary methods patients
are divided into 3 groups according to Total Body Water (TBW):

a- Euvolemic patients have normal effective circulating volume and TBW and their fluid
requirement is equal to maintenance volume.

b- Hypovolemic patients have reduced effective circulating volume and TBW and fluid
requirement in these patients is the sum of maintenance and deficit volumes.

c- Hypervolemic patients have increased TBW, however effective circulating volume may be
decreased or increased. Differentiation between these two subgroups is challenging in certain
cases. Fluid restriction is the mainstay of treatment in patients with increased effective circulating
volume; the degree of restriction is inversely related to degree of overload. In case of decreased
effective blood volume measures to shift the extravascular fluid to blood volume (e.g. infusion of
albumin in nephrotic syndrome) or using inotrope agents (e.g. congestive heart failure) are applied.
In this talk various clinical manifestations of edematous patients with different fluid requirements

is discussed.

1-Tehran, University of Medical Sciences
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The development of hypercalciuria involves interactions between the gastrointestinal tract, bone
and kidney, and a complex interplay of hormones, such as parathyroid hormone (PTH), calcitonin,
and 1, 25-dihydroxy vitamin D. Currently the hypercalciuric trait is suspected to be polygenic and
requires the interaction of genetic and environmental factors. Idiopathic hypercalciuria, that is
elevated urinary calcium excretion without concomitant hypercalcemia, is a common disorder
seen in 3—6% of children.

Idiopathic hypercalciuria results from either a combination of increased gastrointestinal calcium
absorption from a direct increase in calcium absorption (type 1 absorptive hypercalciuria) or
through excess 1,25-dihydroxyvitamin D-mediated calcium absorption (type II absorptive
hypercalciuria); decreased renal absorption of either calcium (renal hypercalciuria) or phosphorus
(type 111 absorptive hypercalciuria); or enhanced bone resorption (resorptive hypercalciuria).

It is possible that absorptive and renal hypercalciuria may represent a continuum of a single
disease. The pathological role for hypercalciuria has been attributed in nonglomerular hematuria
(gross or microscopic), dysuria, urinary frequency, abdominal pain, back pain or nephrolithiasis,
Decreased bone density.

In children with symptomatic hypercalciuria it is important to conduct a formal evaluation for
assessment of cause and severity of hypercalciuria, which will guide subsequent dietary and
pharmacological therapy. In clinical situations in which hypercalciuria can be attributed to play a
pathological role, a timed urine collection should be obtained for creatinine, calcium, sodium,
potassium and citrate. In cases in which it is difficult to collect timed urine samples, random urine
samples may be used. One must be cognizant of two facts: traditional statistical cut-offs of more
than 4 mg/kg/day or urine calcium/creatinine ratio more than 0.21 are influenced by diet, ethnicity,
age and region. Before hypercalciuria is labeled as idiopathic, one must consider the possibility of
a secondary cause. An evaluation for secondary disorders should be considered in the presence of
positive family history, failure to thrive, growth retardation, rickets, acid—base disturbances, renal

dysfunction, proteinuria, electrolyte imbalance, dysmorphic features or poor response to therapy.
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Diagnosis and Management of Hypercalciuria in Children
Dr. Afshin Safaeiasl'

Asthma is the most prevalent chronic disease of children and a common airway inflammatory
disorder characterized by variable airway obstruction and hyperresponsiveness. Asthma has
variable severity and many phenotypes. The control of asthma symptoms is the main goal of
treatment, that is with minimal or no symptoms, normal sleep and activities, and optimal lung
function. The control can be obtained with patient education, avoidance of environmental triggers,
pharmacotherapy and regular follow-up. There is a widespread comorbid conditions
comorbidities in asthma.

Including rhinosinusitis, Gastro-Esophageal Reflux Disease (GERD), Vocal Cord Dysfunction
(VCD), psychiatric disorders, obesity, hormonal disorders and )Obstructive Sleep Apnoea (OSA)
which often overlooked, leading to clinical confusion and complication of diagnosis. In this article
we only discuss about the link between upper and lower airway disorders and the comorbidities of
asthma.

Rhinosinusitis 1s a common comorbiditiy in patients with asthma and 1s frequently associated with
poorer asthma outcomes. The concept of "unified airway disease" or "one airway, one disease" and
the shared pathophysiology of the upper and lower airways has been extensively researched since
the 1970s and 1980s. The unified airway disease has different phenotypes of both allergic and
nonallergic hypersensitivity reactions. Epidemiological studies supports coexistence of asthma
with rhinitis in approximately 80% of the patients, with chronic rhinosinusitis in 22-42%, and
about 30% of patients with rhinitis have asthma, with rhinitis symptoms reported in 98.9% of
allergic asthmatics and in 78.4% of nonallergic asthmatics. Unified airway disease also has
important implications for both the diagnosis and management of respiratory comorbidities.
However, in clinical practice, the nasal diseases as rhinosinusitis and diseases of lungs including
asthma are often treated as separate entities. In different age groups, comorbid conditions in upper
and lower airways can present varying challenges, including diagnostic confusion due to
mimicking asthma symptoms, exacerbation of asthma symptoms, therapy for comorbid conditions

affecting asthma or therapy for asthma affecting these conditions.

1- Pediatric Nephrologist, Associate Professor, Department of Pediatrics,

Guilan University of Medical Science
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The choice and duration of therapy varies based on the etiology, ulcer location (eg, gastric or
duodenal), and the presence of ulcer complications (eg, bleeding, perforation, penetration, or

gastric outlet obstruction).
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Treatment of Peptic Ulcer Disease
Dr. Mandana Rafeey!

Introduction:

The management of patients with peptic ulcer disease is based on the etiology, ulcer
characteristics, and anticipated natural history.

H. pylori infection has been well recognized for years as a major factor in the development of
duodenal ulcers both in adults and in children. Since the prevalence of H. Pylori infection in
children has dramatically decreased in developed countries during the last decades, the number of
duodenal ulcers has decreased and, therefore, the relative number of non-H. Pylori-related
duodenal ulcer diseases has increased. Indeed, recent data suggest that less than 50% of duodenal
ulcers in children are due to H. pylori infection.

Alarm Features Associated With Ulcer Disease and Gastritis in Children

Epigastric location Epigastric tenderness Nocturnal pain

Meal exacerbation

Early satiety

Weight loss

Recurrent vomiting

Gastrointestinal bleeding

Iron deficiency anemia

Treatment

Patients with peptic ulcer disease should be tested for Helicobacter pylori (H. pylori). Patients with
H. pylori should be treated with a goal of eradication of H. pylori infection. In patients treated for
H. pylori, eradication of infection should be confirmed four or more weeks after the completion of
eradication therapy.

» Patients with peptic ulcers should be advised to avoid nonsteroidal anti-inflammatory drugs
(NSAIDs). Contributing factors should be addressed and treated (eg, treating medical
comorbidities, poor nutritional status, ischemia).

Antisecretory therapy — All patients with peptic ulcer disease should receive antisecretory therapy

with a proton pump inhibitor (PPI) to facilitate ulcer healing,.

1- Liver & Gastrointestinal Diseases Research Center, Tabriz University of Medical Sciences,

Tabriz ,Iran
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Skin:

Pyoderma gangrenosum is common. Thromboembolic complications in children with UC rare.
Eye involvement, 1s rare, episcleritis and asymptomatic uveitis have been described. Other ocular
disorders such as posterior subcapsular cataracts or increased ocular pressure may be the result of
corticosteroid therapy.

Keywords: UC, Ulcerative colitis, Children.
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Ulcerative colitis in Children ,Clinical Presentation

Dr.Fatemeh Farahmand!

Ulcerative Colitis (UC) is an important and recurrent pediatric gastrointestinal disease.
Epidemiology: Incidence rates of UC in children are 18 to 30 per 100,000. Males and females are
equally affected, 40% of children with UC present by the age of 10 years.

Genetics: Genetic factors are important in UC.

Etiology: Despite significant advances in unraveling the pathophysiology of UC, its etiology
remains unknown. Defect in immune regulation, infectious agent, gut microbiome, allergic
reactions, especially to dietary antigens such as milk.

Psychological Factors: In the past, UC has been considered to be a psychosomatic disorder.
Anatomic Distribution: UC has classically been described as a diffuse inflammation confined to
the rectum and colon, pancolitis is more common in younger children in 71% of children younger
than 10 years of age presenting with UC.

Clinical Features: Children with UC most commonly present with diarrhea, rectal bleeding, and
abdominal pain. Frequent watery stools can contain either streaks of blood or clots, and are most
common on arising in the morning, after eating, and during the night. Children often describe both
tenesmus and urgency. Acute weight loss is common, but abnormalities of linear growth are
unusual. Physical examination demonstrates abdominal tenderness, mild anemia, and raised
acute-phase reactants. The final 10% to 15% of the pediatric UC population has an acute fulminant
disease presentation. These patients appear moderately to severely toxic and have severe crampy
abdominal pain, fever, more than six diarrheal stools per day. They frequently manifest
tachycardia, orthostatic hypotension, diffuse abdominal tenderness without peritoneal signs, and
distension. Toxic megacolon represents the most dangerous extreme of acute fulminant colitis.
Extraintestinal Manifestations: The more common sites of involvement are the skin, eye, biliary
tree, and joints. The most serious hepatobiliary diseases associated with UC are (Perimary
Sclerosing Cholangitis) and autoimmune hepatitis.

Joints: Arthralgia up to 32%, arthritis, has been reported in 10% to 20%.

1- Professor of Pediatric Gastroenterology, Tehran University of Medical Sciences
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If a normal appendix is found the peritoneal cavity should inspected to rule out IBD, mesenteric
adenitis, Meckel's diverticulitis, Pathologic condition of ovary. Normal appendix during acute
appendectomy is 15% to 20% and in female at reproductive age is 30% to 40%. Recent report of
normal appendix is 10% or less. Perforation rates between 10% to 57% in children. There is no
consensus on the optimum treatment of patients with a perforated appendix, opinion range from
nonsurgical treatment to aggressive surgical resection with antibiotic irrigation, drainage of
peritoneal cavity and a delayed wound closure. The surgical treatment remains the standard
approach.

Appendicular mass: Operative approach is limited laparotomy drainage of abscess, appendectomy.
Non operative approach is IV fluid + [V antibiotic, until the patient’s WBC is normal and remains
afebrile for 24 hours. If mass increase in size and patient’s condition worsen drainage of abscess is
done percutaneously and interval appendectomy in 4-6 weeks. The rate of recurrent appendicitis
in one series without interval appendectomy is 14% within 6 months to 2 years. 25% of Pediatric

patients get worse with nonoperative management and need immediate appendectomy
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Special Consideration:

1- Appendicitis in neonate is uncommon and has a higher mortality rate than in infant and older
child
2- Hirschsprung’s disease can be the underlying cause, rectal biopsy should be done.
3- Appendicitis in infant is unusual, presented with perforation, mortality rate is 10%

4- Post pubertal girls, ovarian pathology, (Torsion or ruptured ovarian cyst, ovulation pain or
mittelschmerz), normal appendectomy in this age is 40%.
Diagnosis

1- Clinical symptoms: pain, fever, vomiting, anorexia, nausea, diarrhoea less than half children
present complete spectrum of symptoms
2- Signs: tenderness, rovsing sign (referred pain), psoas sign, obturator sign, guarding, rectal
examination.
3- Para clinical

1- Laboratory: Elevated WBC 12000 to 20000 in acute appendicitis, 20000 to 30000 in perforated
appendicitis normal. WBC in 5% of children, subnormal WBC, inability of child to response to
the inflammatory process, blood smear may reveal toxic granules.
2- Imaging:

a- Abdominal film abnormal gas pattern, free peritoneal air, scoliosis, psoas shadow obliteration,
thickened flank stripe, appendicolith, abscess (air fluid level). b- Chest X-ray. c- Ba enema

d- Ultrasound (6mm wall, peritoneal fluid, Fecalith sensitivity 85% specificity 90%). e- C.T

f- Tagged leukocyte scan (sensitivity 87% specificity 92%)

Treatment

Acute appendicitis, the treatment of choice for acute appendicitis is appendectomy. The
nonsurgical approach to acute appendicitis has few followers. There is a trend to perform
immediate operation. There was no increased rate of perforation or complication between: 1- a
group of patients with acute appendicitis and have surgery within 6 hours of admission and 2-
those having surgery between 6 to 18 hours of admission. Acute appendicitis, the stamp is

managed by simple ligation or ligation with inversion.
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Appendicitis in Children
Ahmad Khaleghnejad Tabari MD!
Epidemiology
Appendicitis is the most common surgical condition of the abdomen. The 250,000 cases diagnosed
annually in USA accounts for an estimated one million hospital days per year. The risk of
developing appendicitis is estimated to be 6% to 20% for a person in USA Resident of third world
countries have a substantially lower risk of developing appendicitis than those in developed
nations. Appendicitis has a male to female ratio of 3:2 and is most common in the teens and
twenties.
The lifetime risk for appendicitis is 8.6% for males and 6.8% for females. Appendicitis is
uncommon in infant and elderly, but these group have increased number of complications. The risk
of developing appendicitis is lowest in infancy, because of wide base of appendix at that stage of
development. About 1% of all children younger than 15 years of age develop appendicitis with a
peak incidence between 10 and 12 years of age. The risk of developing appendicitis that progresses
to perforation is higher in children than in adult. The incidence of perforation in most published
series is 20% to 50%. The difficulty in making the diagnosis in this age. Tendency of parents and
physicians to attributed children fever and GI symptom to influenza & other viral infection.
Appendicitis remains an enigma a simple disease that despite our best efforts remains the most
misdiagnosed surgical emergency. Although diagnosis and treatment have improved, appendicitis
continues to cause significant morbidity and remains although rarely a cause of death.
Pathophysiology
1- Luminal obstruction due to fecalith 20% with acute appendicitis, 30% to 40% with perforated
appendicitis, hyperplasia of appendiceal lymphoid follicles, parasitic infestations, cystic fibrosis,
mucous secreting gland, carcinoid tumour and foreign body. 2- Trauma 3- Psychological stress
4- Heredity
The goal is to diagnose acute appendicitis before perforation. The risk of perforation within 24
hours of onset of symptoms is less than 30%. The risk of perforation if symptoms have been
present more than 48 hours exceeds 70%. This time frame is less useful in children younger than

5 years of age because their disease tends to be more virulent.

1- Pediatric Surgeon and Pediatric Urologist

Mofid Children’s Hospital, Shahid Beheshti University of Medical sciences
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Chronic Rhinosinusitis with(CRSwNP) and without nasal polyposis(CRSsNP) can complicate the
diagnosis and deteroate control and outcome of the diseases. Clinically, CRSwNP with comorbid
asthma is associated with more severe sinonasal symptoms and worse quality of life, and it is more
difficult to treat both medically and surgically. Asthma in the presence of nasal polyposis is also
more difficult to control, being more exacerbation prone, with increased airway obstruction and
more extensive eosinophilic iflammation. Clinically, CRSwWNP with comorbid asthma 1s
associated with more severe sinonasal symptoms and worse quality of life, and it is more difficult
to treat both medically and surgically. Both children and adults with asthma and comorbid allergic
rhinitis and rhinosinusitis have more frequent physician visits, emergency room visits and hospital
admissions and higher asthma-related drug expenses. Fortunately these comorbidities are
"treatable traits" in asthma and management of them may spare medication usage, contribute to
improved asthma control and quality of life, and a decrease in exacerbation rates.

The patients could be treated by the pediatrician, but the collaboration with an allergist is needed
for proper management of asthma and/or allergic rhinitis and with ENT specialist for patients
having chronic rhinosinusitis. Overall, there is a lack of data on the impact of treating comorbid
conditions on asthma outcomes and further studies are needed to guide age-appropriate asthma
management in the presence of these conditions.

This review summarises recent data about the epidemiology, clinical impact and management
approaches of asthma associated with allergic rhinitis and rhinosinusitis as comorbidities, discuss

their prevalence, symptoms, diagnosis and treatment.
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Pediatric Asthma and Rhinosinusitis

Dr. Mostafa Moein!

Asthma is the most prevalent chronic disease of children and a common airway inflammatory
disorder characterized by variable airway obstruction and hyperresponsiveness. Asthma has
variable severity and many phenotypes. The control of asthma symptoms is the main goal of
treatment, that is with minimal or no symptoms, normal sleep and activities, and optimal lung
function. The control can be obtained with patient education, avoidance of environmental triggers,
pharmacotherapy and regular follow-up. There is a widespread comorbid conditions
comorbidities in asthma.

Including rhinosinusitis, Gastro-Esophageal Reflux Disease (GERD), Vocal Cord Dysfunction
(VCD), psychiatric disorders, obesity, hormonal disorders and )Obstructive Sleep Apnoea (OSA)
which often overlooked, leading to clinical confusion and complication of diagnosis. In this article
we only discuss about the link between upper and lower airway disorders and the comorbidities of
asthma.

Rhinosinusitis is a common comorbiditly in patients with asthma and 1s frequently associated with
poorer asthma outcomes. The concept of "unified airway disease" or "one airway, one disease" and
the shared pathophysiology of the upper and lower airways has been extensively researched since
the 1970s and 1980s. The unified airway disease has different phenotypes of both allergic and
nonallergic hypersensitivity reactions. Epidemiological studies supports coexistence of asthma
with rhinitis in approximately 80% of the patients, with chronic rhinosinusitis in 22-42%, and
about 30% of patients with rhinitis have asthma, with rhinitis symptoms reported in 98.9% of
allergic asthmatics and in 78.4% of nonallergic asthmatics. Unified airway disease also has
important implications for both the diagnosis and management of respiratory comorbidities.
However, in clinical practice, the nasal diseases as rhinosinusitis and diseases of lungs including
asthma are often treated as separate entities. In different age groups, comorbid conditions in upper
and lower airways can present varying challenges, including diagnostic confusion due to
mimicking asthma symptoms, exacerbation of asthma symptoms, therapy for comorbid conditions

affecting asthma or therapy for asthma affecting these conditions.

1- Professor of Allergy and Clinical Immunology, Iranian Society for Asthma and Allergy
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Brucellosis , Treatment
Dr. Roxana Mansour Ghanaiee!

Brucellosis is a zoonosis, and virtually all infections derive directly or indirectly from exposure to
animals.

The disease exists worldwide, especially in the Mediterranean area, Persian Gulf, the Indian
subcontinent, and in parts of Mexico and Central and South America.

What are the routes of transmission? Always consider occupational risk.

[ Direct contact with animals and their secretions

[ Infected aerosols inhaled or inoculated into the conjunctival sac

L] Ingestion of unpasteurized dairy

1 Blood and bone marrow

[J Human-to-human transmission is unusual but rare cases of sexual transmission and
transplacental have been reported

How to treat: In cases without Meningitis, Endocarditis, Axial skeletal discase:

 Adults and > 8 years: Doxycyclin or Tetracyclin and Rifampin for 6-12 weeks

» Children < & years: Cotrimoxazole and Rifampin for 6-12 or Amikacin or Gentamicin for 14
days

» How to treat: In cases of Meningitis, Endocarditis, Axial skeletal disease:

 Adults and > 8 years: Doxycyclin or Tetracyclin and Rifampin for 3-6 months and amikacin or
Gentamicin for 14 days

* Children < 8 years: Cotrimoxazoleoxasol and Rifampin for 3-6 months and Amikacin or
Gentamicin for 14 days

* Can brucellosis be prevented?

» Pasteurorization of dairy products

 Effective attenuated live bacterial vaccines exist for B. abortus (strain 19) and B. melitensis
(strain Rev-1), but as yet there are no vaccines for B. suis or B. canis, On rare occasions, accidents

with strain 19 and Rev-1 have caused human brucellosis.

1- Associate professor of Pediatric Infections Research Center, Research Institute

for Children’s Health, Shahid Beheshti University of Medical Sciences, Tehran, Iran
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e Dermatologic manifestations occur in up to 10 percent of cases. Findings may include macular,
maculopapular, scarletiniform, papulonodular, and erythema nodosum-like eruptions, ulcerations,

petechiae, purpura, granulomatous vasculitis, and abscesses.
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Complications of Brucellosis
Dr. Hasan Pourmoshtagh'

Complications of brucellosis include infection involving one or more focal sites; the likelihood of
focal involvement ranges from 6 to 92 percent and is usually about 30 percent. Complications of
brucellosis occur more frequently in adults than in children.

Brucellosis can affect any organ system:

e Osteoarticular disease is the most common form of focal brucellosis; It occurs in up to 70 percent
of patients with brucellosis. Forms include peripheral arthritis, sacroiliitis, and spondylitis. The
sacroiliac (up to 80 percent of those with osteoarticular disease) and spinal joints (up to 54 percent)
are the most commonly affected sites.

The lumbar vertebrae are involved more frequently than the thoracic and cervical vertebrae, and
associated paravertebral, epidural, and psoas abscesses have been described.

e(Genitourinary involvement is the second most common form of focal brucellosis; It occurs in up
to 10 percent of cases. In males, orchitis and/or epididymitis are the most common presentation; In
women, tuboovarian abscess has been described.

Brucellosis in pregnant women has been associated with the risk of spontaneous abortion,
intrauterine fetal death, premature delivery, and intrauterine infection with possible fetal death.
eNeurologic involvement occurs in up to 10 percent of cases . Manifestations include meningitis
(acute or chronic), encephalitis, brain abscess, myelitis, radiculitis, and/or neuritis (with
involvement of cranial or peripheral nerves).

eCardiovascular involvement occurs in up to 3 percent of cases; It may include endocarditis,
myocarditis, pericarditis, endarteritis , thrombophlebitis, and/or mycotic aneurysm of the aorta or
ventricles. Endocarditis is the most common cardiovascular complication (1 to 2 percent of cases)
and is the main cause of death attributable to brucellosis.

ePulmonary involvement occurs in up to 2 percent of cases.

eIntra-abdominal manifestations are rare; These may include hepatic or splenic abscess,
cholecystitis, pancreatitis, ileitis, colitis, and peritonitis.

eoOcular involvement is rare; uveitis is the most common form.

1- Shahid Beheshti Medical University. Pediatric Infectious Diseases Subspecialist
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A short biography of professor Mohamad Gharib

Professor Mohammad Gharib was a man of religion and dedication who carried these traits with him
throughout his productive life. His religious beliets which sprang from a moral upbringing in a family of
faith, not only did not wane with youth, foreign travel, exploration and celebration of the culture and
civilisation of the West, but indeed grew daily in its depth and elegance. That which made Dr Mohammad
Gharib exemplary was his exceeding intelligence, abundant enthusiasm for learning, the power to transter
knowledge quickly, strength in labour and resilience in the face of adversity.

The Professor’s classes which almost always covered patients’ clinical issues, in their own way represented
tutorials in the most advanced current techniques in science. The Professor placed the student face-to-face
with patients and their clinical issues, sought reasoning, thought and verbalisation from them and then
provided guidance.

Dr Mohammad Gharib was born in the year 1909 in Tehran, in a family with deep roots and strong faith.
His father, the dearly departed Ali Asghar was of the Garakan people. His primary education was at the
Cyrus school and his intermediary education at the Darolfonoon college. In 1927 he travelled to France to
study medicine with the first group of Iranians students and set to the study of medicine in the institutions
of famous master tutors of the time. He was the first Iranian to succeed in exams for admission as an intern
to Paris and continued his education in the fields of pediatrics and dermatology. He passed his doctoral
thesis with high grades in the area, and in 1938 returned to his homeland and married miss Zahra Gharib
the daughter of the late Agha Mirza Abdolazeim khan Gharib, the result of this happy union being two sons
and two daughters, with his sons following in his footsteps in medicine.

The professor began to teach at the Tehran University of medical sciences in 1940. Dr Mohammad Gharib
began his career at the Razi hospital and then at the children's ward at the One thousand bed hospital. In
1968 he continued his work at the Tehran Children's Medical Centre, after its completion, the foundations
of which he had himself laid along with the late doctor Hassan Ahari.

In 1954 he authored the book “Pediatric Diseases” and in 1974 he edited and re-printed the book. With the
late Dr Hassan Ahari, he wrote a highly interesting and educational book in two-volumes entitled
“IProblems m Pediatric Medicine”.

He was the founder of the Iranian Society of Pediatrics, for years was its leader and held the position of the
head of the society; he held an eminent position in the “International Pediatric Association” and for a time
was elected to its board of directors.

The Professor’s final years were the best examples for his students. The fatal disease of cancer never held
him back from the righteous path of continuing his tuition, examination of patients and help to the needy.
His faith in God during that period became more lucid, and even in the final days of life in the hospital bed,
did not waiver for a moment from gratitude to the Almighty, and only refrained from teaching and
discussion for a few days. The professor, on the 21 January 1975, while the radiance of his being gave
light to friends and the needy, moved on to the next life. We pray for divine deliverance for the soul of this
honourable man and for his children and colleagues we wish health and success in their service to society.

May his memory always be honoured.

The Executive Committee
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