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Case report: Bilateral spinal neurofibromatosis

Authors: Ali Baradaran Bagheri 1, Sepehr Aghajanian 1,2*, Aliasghar Taghi Doulabi 1,2, Mehdi Chavoshi-Nejadl
Somayeh Sorouredin Abadi3

1Department of Neurosurgery, Shahid Madani Hospital, Alborz University of Medical Sciences, Karaj,
Iran, 2Student Research Committee, School of Medicine, Alborz University of Medical Sciences,
Karaj, lIran, 3Department of Internal Medicine, Shahid Madani Hospital, Alborz University of Medical

Sciences, Karaj, Iran

Spinal neurofibromatosis (SNF) is a rare form of Neurofibromatosis in which
neurofibromas exist bilaterally throughout all spinal roots. Despite previous attempts made
to characterize and classify the disease as a separate clinical form of the disease, the low
incidence rate of the disease and scarcity of previous reports calls for further studies and
reports to elaborate this clinical entity. The patient in this report was a 36-year-old man
presenting with lower limb weakness, unsteady gait, and paresthesia. The patient also
presented with multiple cutaneous café-au-lait spots, cutaneous neurofibromas, and a large
neurocutaneous neurofibroma of right facial nerve. Magnetic resonance imaging (MRI) of
spine revealed bilateral spinal neurofibromas across all spinal cord roots. MRI study of
head revealed no abnormalities in the brain and optic tract. The patient fulfilled both NIH
criteria as well as revised criteria for NF1. Despite total spinal cord involvement, surgical
intervention was withheld fromthe patient due to high propensity of recurrence as seen with
previous attempts in removing peripheral neurofibromas, slowprogression of symptoms,
and lack of significant pain and impairment. SNF is often described as a form of disease
with infrequent presentation of classical NF1 symptoms other than spinal tumors. The case
presented here however, presented with several cutaneous neurofibromas and café-au-lait
spots. Considering the positive outcome of surgical intervention in a few other reports, the
decision to surgically intervene should be left to the clinical judgement of the participating

surgeon, patient preference and socioeconomic background in a case-by-case manner.

KEYWORDS: spinal neurofibromatosis, nerve sheath tumor, Von Recklinghausen’s disease, spinal tumor,
neurosurgical oncology, case report
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FIGURE 1
General appearance of the patient. (A) Note the presumed neurofibroma of the right facial nerve
and the neurofibroma in the left periorbital region. The patient had multiple café-au-lait spots on
his abdomen and thorax (not shown). (B) T1 gadolinium-enhanced and (C) T2-weighted MRI
sections corresponding to the right-side presumed facial neurofibroma.

FIGURE 2

Magnetic resonance imaging data of the patient and neurofibromas across all spinal roots. (A,B)
T1- and T2-weighted and (C) Multiple Echo Data Image Combination (MEDIC) coronal sections
of the cervical spine MRI demonstrating presumed neurofibromas all ecting all nerve roots.
(D,E) MEDIC and T2 sequence images of thoracic neurofibromas. (F) Fast spin echo and (G)
turbo inversion recovery magnitude T2-weighted and (H,I) MEDIC coronal sections of the
lumbar vertebrae demonstrating lumbar and sacral neurofibromas. (J,K) Sagittal T1 sequences of
the spine demonstrating the proximal extension of the tumors.
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Cortical Venus Thrombosis ,a rare complication of Bacterial
meningitis
Authors: Dr. Nahid Abbasi khoshsirat(1), Maryam Rashidian(2), Fatemeh Bastan(3)

(1) Department of Neurology, Rajaei Clinical Research and Development Unit, Shahid Rajaee
Hospital, Alborz University of Medical Sciences and Health Services, Karaj, Iran

(2),(3) Student Research Committee, Alborz University of Medical Sciences and Health Services,
Karaj, Iran

Introduction: Community-acquired bacterial meningitis is most commonly caused by
Streptococcus pneumonia and is associated with high mortality and morbidity rates.
Neurological complications, e.g., hydrocephalus, seizures, and stroke occur frequently and are
important determinants of outcome. Stroke has been described to occur up to 30% of adults with
bacterial meningitis, mainly consisting of cerebral infarctions. An uncommonly reported
cerebrovascular complication of bacterial meningitis is cerebral venous thrombosis (CVT).

Case Presentation: This is a case of 15 year old woman who admitted to hospital complaint
about severe headache, diplopia and right lower limb paresis. Two weeks prior to this
presentation, she had experienced flu symptoms, headache, and 10 days later, she developed
diplopia which worsened despite referring to ophthalmologist. At presentation, she was ill and
febrile. She had neck stiffness and right 6th nerve palsy without any decrease in level of
consciousness. Initial tests included leukocytosis(23.3 x1000/mma3), high level of D-dimer(408),
C reactive protein(206) and ESR(72 mm/h). Brain CT just showed a mild hydrocephaly. Brain
MRI pointed out an acute left parietal cortical restriction while brain MRV was normal
suggestive of cortical venous thrombosis (CVT). In lumbar puncture (LP) procedure intracranial
pressure (ICP) measured at 45 cm-H20, cerebrospinal fluid (CSF) microscopy was not clear,
showed increase in WBC count, protein level and a decrease in glucose level. A working
diagnosis of meningitis was made. Following a lumbar puncture, she was treated empirically
with infusion of acyclovir, Vancomycin and Ceftriaxone pending her CSF virology polymerase
chain reaction (PCR) and bacterial culture. The result of PCR which came back negative after
three days at which point the Acyclovir was stopped. Fever and 6th nerve palsy improved
following a 14-day empirical therapy of bacterial meningitis. In further follow up with brain
MRI, left parietal cortical restriction was disappeared. The patient was discharged with
Topiramate, Acetazolamide and Rivaroxaban treatment.

Discussion: Cortical venous thrombosis is a distinct subtype of cerebral venous thrombosis,
accounts for less than 1% of all cerebral infarctions. Risk factors for CVT include etiologies
leading to hypercoagulable states but this case illustrate severe bacterial meningitis developing
CVT as a rare etiology.

Keywords: Meningitis, Cortical venous thrombosis, CVT
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A woman with acute inflammatory encephalitis: A case report

Authors: Elmira Jafari AfshartMD, Parham Samimisedeh MD?, Nahid Abbasi Khoshsirat MD?*
*Dr.Abbasi contributed as corresponded author.
1Cardiovascular Research Center, Alborz University of Medical Sciences, Karaj, Iran

2department of neurology, clinical research development unit of shahid Rajaei hospital, Alborz
University of Medical Sciences, Karaj, Iran

Background: NAIM (non-vasculitis autoimmune inflammatory meningoencephalitis)
is an autoimmune encephalitis that often presents as treatable Dementia. This disease
usually affects young women and has an acute or subacute course, which manifests as
distinct cognitive and behavioral disorders. NAIM is more common in patients with
Sjogren's syndrome, systemic lupus erythematosus (SLE), and Hashimoto's disease.
These patients usually have no remarkable family history and may have a normal EEG.
High levels of inflammatory factors are one of the NAIMs features, and the definitive

diagnosis is usually made by biopsy.

Case Presentation: We report a case of a 23-year-old woman who presented with a
decreased level and content of consciousness, inability to communicate, irrelevant
speech, and also, she couldn't perform personal care since a few weeks earlier. The
only notable thing in her lab test was high levels of ESR and CRP. The brain magnetic
resonance imaging (MRI) revealed a lesion in the left frontal lobe. All evaluations for
infections, autoimmune diseases, and malignancies were unremarkable. She was
treated with a pulse of corticosteroid 1gr daily for five days and plasmapheresis. The

improvement of the patient's clinical symptoms after plasmapheresis was dramatic.

Conclusion: The patient's diagnosis was NAIM disease based on the clinical
symptoms, physical examination, high ESR and CRP levels, the lesion identified on

the brain MRI and the dramatic response to the plasmapheresis.

Keywords: non-vasculitis autoimmune inflammatory meningoencephalitis, Dementia
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Fig 1: Brain MRI revealed hyper signal lesion in the left front-temporal lobe.
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Cyproheptadine-induced Giant cell hepatitis, a case report of a rare
adverse event

Authors: Elmira Jafari Afsharl, Parham Samimisedeh, Amirabbas Vaezi?*

* Dr.Vaezi contributed as corresponded author.
!Cardiovascular Research Center, Alborz University of Medical Sciences, Karaj, Iran

Clinical Research Development Unit,Shahid Rajaei , Educational & Medical Center,Alborz University of Medical Sciences, Karaj,Iran.

Background: Giant-cell hepatitis (GCH) is a liver disease characterized histopathologically by
multinucleated giant-cell hepatocytes. It can happen due to autoimmune disease, leukemia, toxins,
and several drugs. Cyproheptadine is a first-generation antihistamine used to treat hypersensitivity
reactions and appetite stimulation, among others.

Case presentation: We present a case of a 60-year-old woman who was referred to our hospital
with acute jaundice and elevation of liver enzymes test. She didn’t have symptoms like fever,
nausea, vomiting, weakness, Gl bleeding, urticaria, and night sweating. Her vital signs were
normal, and the only notable thing in her physical examination was the icterus sclera and skin.
There were no signs of cirrhosis, she had an unremarkable past medical history and family
history, she had never used alcohol in her life, viral markers and autoimmune tests were negative
and the only drug she used recently was cyproheptadine for four days duration, one week before
the onset of her condition, the ultrasonography and MRCP were normal. Chronic lobular hepatitis
with giant cell transformation of hepatocytes indicates giant cell hepatitis was reported in her liver
biopsy. She received hydrocortisone for three days. Her jaundice gradually disappeared, and her
liver enzymes reduced dramatically. She was doing well after six months of follow-up.

Conclusion: This case report presents a case of acute giant cell hepatitis due to a possible drug
adverse event. We have excluded viral hepatitis, autoimmune diseases, and metabolic diseases as
common causes of giant-cell hepatitis. So the most probable cause of her condition is an
idiosyncratic reaction due to the consumption of cyproheptadine. Several drugs can induce giant
cell hepatitis, but to the best of our knowledge, this is the first case report which describes giant
cell hepatitis following cyproheptadine consumption.

Keywords: Cyproheptadine, Giant cell hepatitis, Drug reactions

Fig.1: The liver biopsy Specimen indicates lobular inflammation and indicates giant cell hepatits.
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Multiple Hydatid Cysts in rare locations treated With Albendazole:
A Case Report

Authors: 1.Amir Aria*

Department of Internal Medicine, Alzahra Hospital, Isfahan University of Medical Sciences, Isfahan, Iran
2.Mahnaz Momenzadeh

Department of Clinical Pharmacy And Pharmacy Practice, Isfahan University of Medical Sciences, Isfahan, Iran.
3.Somayeh Sadeghi

Department of Internal Medicine, Alzahra Hospital, Isfahan University of Medical Sciences, Isfahan, Iran
4.Shadi Reisizadeh Mobarakeh

Department of Internal Medicine, Alzahra Hospital, Isfahan University of Medical Sciences, Isfahan, Iran

Background: The hydatid cyst is a zoonosis caused by adult or larval stages of tapeworms of the

genus Echinococcus granulosus.

For Echinococcus granulosus,the main host is the dog, and sheep are the usual intermediate
hosts. Humans are accidental infected by ingestion of food contaminated with eggs shed by dogs
or foxes. The liver and lungs are the most common organs that hydatid disease encountered.
Involvement of the kidney is not usual and accompanies the other organ involvements, mostly.

Cardiac involvement with hydatid disease is also very rare.

Purpose: Considering that myocardial involvement by hydatid cyst occurs very rarely, we

decided to present this rare case as a case report.

Case presentation: We report the case of a 33 years old man with no prior history admitted
because of a chest pain. Echocardiography had shown suspected round cyst in the myocardium.
More diagnostic management had demonstrated cystic lesion in the pancreas, both kidney, liver
and adrenal. There were also multiple cystic lesions in both lungs. He refused surgery and was

taken medical therapy.

Conclusion: Hydatidosis is a zoonosis infection disease caused by the specises of the

Echinococcus granulosus. The ratio of multiple hydatid cysts is reported about of 60%,and

N
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disseminated hydatidosis is mentioned significantly higher ,as the early diagnosis. The most
frequent infected organ in humans is the liver 65% and lungs 25% and just 0.5-2% of cases

includes the heart.

Hydatidosis do not have a particular symptom. When the cysts reach a large size, they cause

mass effect to the involvement organ

In spite of the other encountered organs where patients frequently appear asymptomatic, almost
all cases with cardiac hydatid cyst develop some symptoms. When it becomes symptomatic, the
presentations include anaphylaxis; manifestations of low cardiac output or nonspecific chest

pain.

The main treatment approach for cardiac hydatid disease in patients, whether symptomatic or
asymptomatic should be the surgery pathway, since the cysts bear high risk of a spontaneous

rupture.

Keywords: Hydatid cyst, Chest pain, Cystic lesion
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New-onset lung sarcoidosis, an adverse event by COVID-19 or a sign
of convalescence; a case report

Authors: 1.Amir Aria*

Department of Internal Medicine, Alzahra Hospital, Isfahan University of Medical Sciences, Isfahan, Iran
Amir.arial992@gmail.com

2.Mahnaz Momenzadeh

Department of Clinical Pharmacy And Pharmacy Practice, Isfahan University of Medical Sciences, Isfahan, Iran.
3.Somayeh Sadeghi

Department of Internal Medicine, Alzahra Hospital, Isfahan University of Medical Sciences, Isfahan, Iran
4.Shadi Reisizadeh Mobarakeh

Department of Internal Medicine, Alzahra Hospital, Isfahan University of Medical Sciences, Isfahan, Iran

Introduction: Most of the studies in the literature have focused on the management of COVID-

19 in the patients suffering from sarcoidosis.
Purpose: The current report aims to present a COVID-19 induced sarcoidosis

Case presentation: A previously healthy 47-years-old female referred with the chief complaints,
including atypical chest pain, dry cough and dyspnea on exertion within a month after COVID-
19 infection. Accordingly, a chest computed tomography was performed that revealed multiple
conglomerated lymphadenopathies in the thoracic inlet, mediastinum and both hilums. A core-
needle biopsy from the nodes was taken that revealed small granulomas composed of epithelioid
cells with scattered Lanhans giant cells and lymphocytes. Sarcoidosis diagnosis was proposed
and confirmed by negative purified protein derivative (PPD) test. Corticosteroid was initiated
and tapered within 6 months when the symptoms were healed and no pathology was notified in

the follow-up imaging.

Conclusion: In conclusion, sarcoidosis may be a secondary response of the body to COVID-19
infection and a sign of disease convalescence. Early response to the treatments reinforces this

hypothesis; however further investigations are required.

Keywords: Sarcoidosis, Covid-19, Granuloma, Dyspnea, Lymphadenopathy
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Origin of right pulmonary artery from the aorta is a congenital
malformation usually associated with serious symptoms in the first

year of life and characterized by a poor prognosis

Authors: Fateme Zohrian—Cardiologist, Fellowship of Echocardiography, Cardiovascular Research Center, Alborz

University of Medical Sciences, Karaj, Iran

Case presentation: 53 year-old male presented to our clinic with worsening dyspnea with

exercise

PMH: Recurrent admission due to dyspnea
Habitual Hx: unremarkable

Physical exam: BP:140/80, PR:77

-Normal LV size with mild LV systolic dysfunction(EF:45-50%), D-shape LV due to RV

pressure overload, no LVH

-Severe RV enlargement with preserved RV systolic function, severe RVH
**PAP:150mmHg

Abnormal origin of Right Pulmonary Artery From Ascending Aorta
Hemitruncus Arteriosus

Hemitruncus arteriosus is a very rare congenital cardiovascular malformation and almost all the

documented cases have been in infants.
Presentation in adults is usually dyspnea and hemoptysis.

The anomaly created 2 separate blood circulation to each lung, the left lung received all of the
systemic blood volume from the right ventricle and the right lung received oxygenated blood

from the left ventricle which circulated back to left atrium.

N
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This lifelong systemic volume flow to left lung caused progressive worsening of pulmonary
hypertension and right ventricular hypertrophy. In contrast, the right lung received blood flow
through the anomalous right pulmonary artery, however as a result of systemic pressure from the

left ventricle, it too developed pulmonary hypertension.

It was suggested that the patient may benefit from undergoing double lung transplant with the
correction of right pulmonary artery origin, this would eliminate the pulmonary hypertension and
problem with blood oxygenation, which would then lead to the remodeling of right heart

myocardium.

In one reported case with recurrent hemoptysis originating from the right lung, secondary to
increased pulmonary hypertension from the anomalous right pulmonary artery, palliative banding

of right pulmonary artery was undertaken.

Right pulmonary artery banding reduced the right pulmonary pressure and a provided

symptomatic relief.

It was concluded that surgical intervention had high mortality/morbidity risk and palliative

procedure would be more appropriate in an adult with hemi-truncus.
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A Rare Finding In A Patient With STEMI

Authors: Shahram Sayyadi?, Shahrooz Yazdani?

1- Associate Professor of Anesthesiology, Department of Anesthesiology, School of Medicine, Alborz University of

Medical Sciences, Karaj, Iran.

2- Associate Professor of Interventional Cardiology, Department of Cardiology, School of Medicine, Cardiovascular

Research Center, Shahid Rajaei Hospital, Alborz University of Medical Sciences, Karaj, Iran.

Introduction: Acute coronay syndrome including ST elevation myocardial infarction mostly
occurs as a result of atherosclerotic plaque rupture or erosion. Othe less frequent causes of ACS
includes vasculitis; spasm and at hero embolism to coronary arteries.Case presentation: A 40
year old otherwise healthy man presented to the emergency department of Shahid Rajaei hospital
with Chest pain. At presentation patient was diaphoretic and in severe retrosternal chest pain.
His past medical history was unremarkable. His baseline heart rate was about 50 and his blood
pressure was 110 over 70 mmHg. Electrocardiography revealed ST elevation in Inferior leads.
At the ED patient was prescribed loading doses of aspirin; clopidogrel and sublingual
Nitroglycerin. Upon the prescription of TNG; patient chest pain subsided substantially. Patient
was transferred to cath lab to perform primary PCI. In the cath lab; via the right radial approach
selective coronary angiography was performed. Surprisingly RCA and LCX were lesion free.

LAD showed a significant muscle bridge at the mid to distal portion.

Case discussion: Although atherosclerosis is the most common cause of ACS, we should be
aware of less frequent items. In our case LAD was a large vessel with wrap around anatomy
with the distal vessel wrapping around the heart apex and contributing blood flow to inferior left
ventricle wall. While containing a significant muscle bridge and with the superimposing
coronary spasm; blood flow to distal LAD part with the mentioned anatomy disrupted causind
the above mentioned ECG changes in inferior leads. Patient underwent medical therapy

including calcium channel blockers and discharged uneventfully from the hospital.

N
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A Challenging Case: Acute Coronary Syndrome With Cardiogenic

Shock
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Regional Anesthesia in a 40 year-old patient with Fx in proximal of

right humerus with EF=15%

Authors: Dr. Mohammad Hossein Delshad- Pain management fellowship, Faculty member of Alborz
University, Karaj, Iran.
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Challenging case of STE (Is all STE due to coronary artery disease?

Could it be due to valvular disease
Dr Fatemeh Sehati

* Cardiovascular Research Center, Shahid Rajaei Hospital, Alborz University of Medical Sciences,
Karaj, Iran.

Case presentation: 60 y/o female presented to ED due to chest pain and severe dyspnea FCIV
from 2 days ago

PMH: Hx of AVR and MVR 10 y/ago due to Rheumatismal valve disease ,HTN,Vital sign:
BP: 100/60 HR: 130 RR: 24 02:90

Drug Hx: warfarin 5/d ASA 80/d losartan 25/d carvedilol
Echocardiography:Normal LV size, moderate dys EF:40 (Global Hk)

Bileaflets prosthetic MV:Normal motion, MG:8 PHT:83

Bileaflets prosthetic AV :Increased gradient, MG: 43, PG: 60 no paravalvular Leakage
Suspicious to mass (pannus or clot about 1 cm) PAP:35

Lab test: INR 1/6 CTnl: Neg

What is the best plan for the patient?

Surgery or thrombolytic?

Slow:

with  6-hour infusion of 25 mg t-PA without a bolus (repeat up to
6 times if needed, maximum total dose of 150 mg)

Ultraslow:

regimen with 25-hour infusion of 25 mg t-PA without a bolus (repeat up to 8 times if needed,
maximum
total dose of 200 mg)

Ultra Slow infusion of reteplase
1mg per h for 25h Echo after 15h: EF: 40%, AV PG: 56, MV MG: 8
Discharged with Warfarin 10 mg/d (INR: 3.2) ASA 80 Bisoprolol Furosemide

N
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Ocular toxocariasis presenting as blurred vision and visual
impairment

Authors: 1. Prof. Mohammad Zibaei, Alborz University of Medical Sciences (Parasitologist, Department of

Parasitology and Mycology, School of Medicine, Alborz University of Medical Sciences, Karaj, Iran)

2. Dr. Fatemeh Sadat Mahdavi, Alborz University of Medical Sciences (General physician, Student Research

Committee, School of Medicine, Alborz University of Medical Sciences, Karaj, Iran).

3. Dr. Farzaneh Firoozeh, Alboroz University of Medical Sciences (Microbiologist, Department of Microbiology,

School of Medicine, Alborz University of Medical Sciences, Karaj, Iran).

4. Dr. Hamidreza Hasani, Alborz University of Medical Sciences (Ophthalmologist, Department of Ophthalmology,
Shahid Madani Educational and Therapeutic Center, School of Medicine, Alborz University of Medical Sciences,

Karaj, Iran).

5. Dr. Saeed Bahadory, Tarbiat Modares University (Parasitologist, Department of Parasitology, Faculty of Medical

Sciences, Tarbiat Modares University, Tehran, Iran).

Background: Toxocariasis is a consequence of human infection by Toxocara species larvae. There
are symptomatic as visceral and/or ocular and asymptomatic course of toxocariasis. The ocular form is

VEry rare.

Objectives: In the current report, we present four cases of ocular toxocariasis who presented with
blurred vision and visual impairment caused by retinal inflammation. Ocular larva migrans syndrome

were confirmed by serologic diagnosis.

Case presentation: We screened patients diagnosed with ocular larva migrans syndrome between
March and June 2021 at the Ophthalmology clinics affiliated with ABZUMS, Karaj, Iran. Detailed
demographics, clinical characteristics, and fundus photography were recorded. Anti-Toxocara
antibodies in the sera and vitreous fluid investigated by ELISA. Anti-parasite drugs were used to treat

all four patients.

Discussion: The diagnosis of ocular toxocariasis can be challenging, because both the condition is
relatively uncommon and its presentation varies from patient to patient. There are many differential

diagnoses such as retinoblastoma, so correct, prompt diagnosis and treatment are very important.

Keywords: Ocular toxocariasis, ELISA, Blurred vision, Uveitis.

N
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Nosocomial myiasis: Report of two cases during hospitalization in

intensive care units (ICUs)

Authors: Aliehsan Heidaril, Mehran Lak1, Abbas Bahramil, Ali Taherinia4, Mohammad Zibaeil
1) Department of Parasitology, School of Medicine, Alborz University of Medical Sciences, Karaj, Iran
2) Department of Infectious Disease, School of Medicine, Shahid Beheshti University of Medical Sciences

3) Department of Emergency Medicine, School of Medicine, Alborz University of Medical Sciences

Background: Most cases of human myiasis are seen in the tropical and subtropical countries.
Myiasis is the infestation of live humans and vertebrate animals with larvae of flies, which feed
on the host's dead or living tissue. Nosocomial myiasis is a type of infestation that requires

admission to the hospital.

Case presentation: Here, we report the first cases of nosocomial myiasis in two patients
admitted to the ICU caused by Lucilia sericata from Alborz Province in Iran between September
and December 2021. The first report describes a case of nosocomial myiasis of a 55-year-old
female who was admitted to the adult intensive care unit due to acute intracerebral hemorrhage.
Ten days after admission, the nurses emerged eighty mobile larvae from the external auditory
canal and patient hair. The maggots were submitted to the parasitology laboratory for
identification and were found to be Lucilia sericata larvae. The second case, a 58-year-old
female patient was admitted to the surgery department for heart valve replacements. One week

after, many maggots came out of her nose and mouth was identified as the common green bottle

fly.

Conclusion: These reports highlight the need to train medical and paramedical staff, as well as
establish and implement health protocols in hospitals to prevent nosocomial myiasis and
improvement of general sanitation. To the best of our knowledge, this is the first report of

nosocomial myiasis in the Alborz Province, Iran.

Keywords: Intensive Care Units, Larva, Nosocomial myiasis, Lucilia sericata
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CMV after COVID 19 in a kidney transplant patient, a case report
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Azamolmolouk Elsagh* (https://orcid.org/0000-0002-9546-5868),
Mana Mohamadi Afrakoti (https://orcid.org/0000-0002-3828-8252),

1Department of Infectious Diseases and Tropical Medicine, School of Medicine, Alborz University of Medical

Sciences, Karaj, Iran.
2Faculty of Nursing and Emergency Medicine, Alborz University of Medical Sciences, Karaj, Iran.
3Nephrologist, School of Medicine, Alborz University of Medical Sciences, Karaj, Iran.

*Corresponding author: Azamolmolouk Elsagh, Email: a_elsagh@abzums.ac.ir

Introduction: COVID-19, with its complications and co-infections, is the most important
pandemic which has placed great strain on even the most developed health care systems,

especially regarding the kidney transplant patients.

Case presentation: We present a case of CMV (Cytomegalovirus) reactivation after remission of

COVID-19 in a kidney transplant patient, admitted to the emergency department.

Discussion: In fact, fever, dyspnea, weakness and tachypnea are the most common symptoms of

COVID-19 that can mislead physicians to make inappropriate decisions.

Conclusion: COVID-19, especially CMV can potentially increase the mortality risk of kidney

transplant recipients.

Keywords: Cytomegalovirus, Kidney transplantation, SARS Virus
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External lliac Artery Thrombosis as a Result of Acetabular Fixation

Through the llioinguinal Approach: A Case Report
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Introduction: Fractures of the acetabulum are almost always the result of high-energy traumas.
Most studies suggest that implementing a surgical treatment in acetabular fractures is more
preferred and superior to non-operative options. In most cases, specifically fractures of the
anterior wall of the acetabulum, the inguinal approach is mainly preferred to access the site of
the bone fixation. Some possible complications reported mainly include lateral cutaneous nerve
of thigh damages and disruption of the femoral and obturator artery anastomoses existing in the
retropubic by the exposure of the ilioinguinal region [1]. Lower limb ischemic events due to
arterial thrombosis after acetabular fixation surgeries are infrequent. However, such
complications could be limb-threatening; therefore this is important to save time and resources
by quick diagnosis and proper devices[2]. This study aims to report a clinical case of severe
arterial thrombosis after acetabular fixation surgery performed by an ilioinguinal approach while

receiving pharmacological thromboprophylaxis during admission to the hospital.

Case presentation: A 57-year-old healthy woman was brought to the emergency department
with a left acetabular fracture due to a slip and fall accident as she fell on the left side of the
body. As seen in the anteroposterior view of the plain pelvic radiograph shown in (Fig. 1), she
was admitted to the orthopedic ward with a both-column acetabular fracture diagnosis.
Neuromuscular and vascular examinations were routine, and the patient had no complaints

except severe pain in the left inguinal region. After admission, the patient received

N
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antithrombotic medications for prophylaxis. Eventually, on the third day of admission, she
underwent acetabular fixation surgery through the ilioinguinal approach with the
implementation of a plate and screws for 105 minutes from incision to wound closure. (Fig. 2)
During her convalescence in the hospital (four hours after surgery), she experienced coldness
accompanied by skin pallor in the left leg. In addition, CT Angiography was done for the patient
and revealed left external iliac artery thrombosis leading to surgical thrombectomy
consequently. (Fig. 3 and Fig. 4) After the therapy, the patient's symptoms resolved, and she
was discharged healthfully. She was followed up for 15 months, and during this time, duplex
ultrasonography was performed and demonstrated a typical flow pattern in the left leg arterial
circulation. Ethical consideration:A patient informed consent was obtained for presenting this

case report.

Discussion: Traumatic pelvic bone and acetabulum fractures would include 2% of all fractures.
Motor vehicle and fall accidents account for the two most common mechanisms of injury [3].
The subpopulation of elderly patients with acetabular fractures due to traumatic injuries is
overgrowing [4]. Firoozabadi et al. reported that 33% of 1123 patients with acetabular fractures
died within one year, and 84% of the deceased patients had non-operative treatments [3]. There
are always complications and difficulties in treating acetabular fractures, not only because of
associated major organ injuries but also complicated fracture types and difficulties in the
operative approach for the reduction [5]. These complications will lead to uncertainty about the
primarily used ilioinguinal approach for treating the complex fractures of the acetabulum [6].
Most results show that the internal fixation of acetabular fractures would lead to a good
outcome in most patients [7]. In the ilioinguinal approach, a wide window to the anterior
column of the acetabulum is provided by an incision made from the symphysis pubis to the
sacroiliac joint. Letourneau et al. reported an 87% of successful, perfect reduction by applying
this approach in acetabular fractures [8]. While utilizing this surgical approach may give rise to
arterial thrombosis, it would appear that there are no better alternatives in the management of
the fractures of the anterior column of the acetabulum. Minor literature previously suggested
that this complication is mainly associated with tissue damage during the fracture reduction and

malpositioning of the devices or implants. Probe et al. suggested that micro-injuries and stresses
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during the operation might be responsible for arterial thrombosis [9]. In 2020, Kelly et al.
systematically reviewed 8389 acetabular fractures in multiple studies. It is reported in their
study that there is still a need for good quality data to precisely assess the possible
complications and outcomes [10]. In conclusion, there could always be a minimal risk for a rare
complication like arterial thrombosis after acetabular fixation with the ilioinguinal approach;
thereby, a complete vascular examination and routine measurement of the distal arterial pressure

in the limbs after the surgery would prevent serious complications.

Keywords: Case report; Pelvic Bones; Acetabulum; Thrombosis

» Figure 1: Plain pelvic radiograph before the fixation
surgery. (Antero-posterior view)

Figure 2: Plain pelvic radiograph after the surgery and <«
fixation with plate and screws. (Antero-posterior view)

» Figure 3: Axial pelvic CT-Angiogram showing occlusion
in the left external iliac artery. (the red arrow)

Figure 4: Coronal pelvic angiogram demonstrating left <«
external iliac artery occlusion (the red arrow) after the
bifurcation of the left common iliac artery.
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Introduction: Hip dislocations accounts for 2-5% of all joint dislocations. 90% of hip
dislocations are posterior. Bilateral dislocations are very rare and reported to account for 1.25%
of all hip dislocations. In a study of 104 cases, 53% of cases were right posterior and 47% were
right anterior and left posterior. The most common associated fractures with hip dislocation are

fractures of proximal femur and acetabulum.
Purpose: Close reduction of asymmetrical bilateral dislocation of hip in a 60 years old man

Case presentation: The patient is a 60 YO male with no history of previous hip trauma or
ligament laxity. After falling from 6 meter height, he was sent to the Imam Hasan Hospital,
Nazarabad, Iran. After initial assessments and hip CT-scan, without any Therapeutic
interventions the patient was referred to Madani Hosptial Karaj, Iran that is the trauma center of
Karaj. Further assessments and review of the CT scans reviled a posterior dislocation of the
right hip and anterior dislocation of the left hip . The extremities were swelled and there was no
sign of neural or vascular damage and capillary filling was normal. The patient was alert; CxR,
head and neck CTs were normal. 4 hours after injury the patient was immediately admitted to
operation room and after anesthetizing, a closed pelvic reduction operation was done by
orthopedic surgeon. Post-reduction CT scan was asked to confirm the success of hip reduction.

The operation was successful and head of femur was properly located in acetabulum fossa.
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Discussion: Asymmetric bilateral hip dislocations are very rare and account for 0.01%-0.02% of
all joint dislocations. Asymmetric Hip dislocation are more common among men and the most
common cause of this dislocation is vehicle accidents because hip is a very stable joint and a
high energy trauma is required to dislocate it. Buckwalter et al. published a review of reported
cases of asymmetrical bilateral dislocation of hip. They collected case reports from 1845 to 2015
and mentioned that number case reports is increasing since then. We actually used their finding
and added case reports that were published from 2015 to 2021. The most important finding of
this study is that although these patients are mostly male but male to female ratio is similar in
both bilateral and unilateral dislocations. We also found that the association between terrific
accidents and unilateral hip dislocation seems to be stronger than bilateral dislocations. A
possible bias for this study is the lower rate of traffic accidents in some cases that belong to
study of Buckwalter et al. that was reported in 1800s and early 1900s. Current study is the first
study to report these findings about asymmetrical hip dislocation so it is not possible to compare

our findings with other studies.

The most common complication of hip dislocation is AVN, the time interval between injury and
reduction is crucial. The risk of AVN increases when the interval is longer than 6 hours. This

time was 4 hours in our case and no sign of AVN was present in follow up.

Keywords: Hip dislocation, asymmetrical bilateral hip dislocation
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Bilateral Very Thick Corneas and Short Stature
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Introduction: Increased central corneal thickness is associated with many congenital and
acquired disorders. There are studies which suggest that genes have a strong role in
determination of corneal thickness. This correlation is more detectable in extreme values of the

corneal thickness.

Purpose: In this case report, we describe a young woman with short stature, brachydactyly and
bilateral very thick and steep corneas with central corneal thicknesses (CCTSs) thicker than

650um and simulated keratometries (Sim-Ks) of higher than 50 diopeters.

Case presentation: Refraction of the right eye and the left eye were -5.25-5.75*121 and -4.5-
6*59 and the best-corrected visual acuities were 0.3 and 0.2 (byLogMar), respectively. On slit
lamp examination the corneas seemed totally clear without any evidence of focal or diffuse
epithelial or stromal edema and no guttata could be detected. On Sirius topographies of the
patient, a bilateral small horizontal visible iris diameter (HVID) of 10.56 and 10.46mm
accompanied with high anterior elevation was noted. Endothelial microscopies of the patient

consisting of the endothelial cell densities and morphologies were normal.

Discussion: concurrent corneal abnormalities and skeletal anomalies in our patient may suggest

a genetic linkage.

Keywords: cornea, short stature, thickness
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Introduction: Overdose of opioids is known to produce coma, respiratory depression and
miosis. Compared to the poisoning by other opioids, methadone is characterized by its delayed
onset, long duration of action and prolonged QTc. Watershed cerebral infarctions, also known
as border zone infarcts, occur at the border between cerebral vascular territories where the tissue
is furthest from arterial supply and thus most vulnerable to reductions in perfusion. Watershed
cerebral infarctions has been reported in methadone intoxications in elderlies but with less
prevalence in teenagers, here we report a Watershed cerebral infarction in a teenager who
overdosed methadone.

Purpose: This case shows that watershed can also happen in juvenile however it is common in
elderlies.

Case presentation: A 16-year-old boy with loss of consciousness was referred to KOWSAR
hospital from Shariati hospital. He had a history of taking 20 cc of methadone syrup last night.
He has been lethargic and unconscious since the day of admission's morning. He was referred to
KOWSAR hospital after primary supportive cares including intubation and Naloxone injection.
His vital sign was: BP=136/97 PR=102 RR=19 T=36.9 SP0O2=84%. He was intubated and had
tachycardia. His pupils were miotic and reactive to light. Fine crackle and normal s1 s2 without
any murmurs were auscultated. He was able to open his eyes by sound stimulation. Laboratory
tests were: WBC = 11.3 /mm3 (Neutrophil = 86% / Lymphocyte = 9.1%) BS = 98 mg/dl PH =
7.31/PCO2 =40 HCO3 = 19.2 BUN = 23 mg/dl Cr = 1.2 mg/dl AST =280 U/L ALT = 340
U/L Alk.p = 255 U/L Serum Na = 134 mEqg/L Serum K = 4.2 mEg/L CPK = 1439 U/L. Urine
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toxicological screen was positive for methadone and benzodiazepine. ECG series were normal.
In CXR consolidation was observed in lower lobes. In emergency department, he was set to be
NPO and CBR. IV fluid D/W 10%, amp Pantoprazole, amp Heparin, drip Midazolam and drip
Fentanyl was started. He was admitted in ICU. In ICU supporting care including ventilation,
cardiac monitoring was initiated. As he had consolidation in lower lobes in CXR, Ceftriaxone
and Clindamycin was ordered for aspiration pneumonia. Raised LFT demonstrated ischemic
hepatitis so antioxidant NAC and LIVERGOL was ordered. Metabolic acidosis was corrected
and electrolytes was also observed. Raised CPK showing rhabdomyolysis was treated by
hydration. On the second day of admission he was able to breath spontaneously so he was
extubated but he was not able to move lower extremities. In physical examination DTR was
hyper reflexed, extremities' Forces were decreased and Babinski test was down so neurologic
consultation was requested. In Brain CT and MRI watershed infarction was observed (Figure 1).
Finally, He was set to conservative care.

Discussion: The importance of this case is that watershed infarct usually occurs in elderlies who
have atherosclerotic plaques in cerebral arteries due to hypotension and hypovolemia but here
we see this happened in a teenager.

Keywords: Methadone overdose, Watershed infarct, Methadone intoxicity
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Introduction: Serotonin syndrome can be a serious complication of treatment with selective
serotonin reuptake inhibitors (SSRIs), tricyclic antidepressants, monoamine oxidase inhibitors
(MAOIs), and other serotonergic medications. The syndrome is characterized by the sudden
onset of cognitive/behavioral changes, autonomic instability and neuromuscular changes. It
usually occurs when 2 or more serotonin-modifying agents are used in combination; however,

cases have been reported after single agent therapy.

Case presentation: A 19 year-old female with a history of major depression since a year ago
referred to Kowsar hospital from Shariati hospital of Karaj on 1401/01/29. She was complaining
of anxiety, vertigo (worsening due to closing eyes), and tachycardia since 5 hours ago and had a
history of taking 10 pills of LAMOTRIGIN, 10 pills of ESCITALOPRAM and 20 pills of
MODAFINIL on the day of admission.

On physical examination, the patient was agitated and anxious. She was oriented and could obey
commands and make verbal and eye contact. Spontaneous breathing was observed and there was
not respiratory distress. She had tachycardia. Her vital signs were: PR: 160/min BP: 108/63
mmHg T: 37°C RR: 20/min SPO2: 97%. The patient's pupils were dilated and horizontal
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nystagmus was seen. She was Serotonin syndrome can be a serious complication of treatment
with selective serotonin reuptake inhibitors (SSRIs), tricyclic antidepressants, monoamine
oxidase inhibitors (MAOIs), and other serotonergic medications. The syndrome is characterized
by the sudden onset of cognitive/behavioral changes, autonomic instability and neuromuscular
changes. It usually occurs when 2 or more serotonin-modifying agents are used in combination;

however, cases have been reported after single agent therapy.

Case presentation: A 19 year-old female with a history of major depression since a year ago
referred to Kowsar hospital from Shariati hospital of Karaj on 1401/01/29. She was complaining
of anxiety, vertigo (worsening due to closing eyes), and tachycardia since 5 hours ago and had a
history of taking 10 pills of LAMOTRIGIN, 10 pills of ESCITALOPRAM and 20 pills of
MODAFINIL on the day of admission.

On physical examination, the patient was agitated and anxious. She was oriented and could obey
commands and make verbal and eye contact. Spontaneous breathing was observed and there was
not respiratory distress. She had tachycardia. Her vital signs were: PR: 160/min BP: 108/63
mmHg T: 37°C RR: 20/min SPO2: 97%. The patient's pupils were dilated and horizontal
nystagmus was seen. She was hiccupping presenting myoclonus. Induced clonus was also
observed. Deep tendon hypereflexies was also existed. Laboratory data on admission were as
following: WBC: 7800 /mm3 (segment: 70% Lymphocyte: 23% Mixed: 7%), RBC: 4230 /mm3
ESR: 12 mm/hr BS: 129 mg/dl BUN: 10 mg/dl Cr: 0.8 mg/dl Serum Na: 134 mEg/L Serum K:
3.4 mEqg/L VBG: PH: 7.55 PCO2: 21.2 HCO3: 18.9 CRP: negative. PT: 13 SPTT: 35 SINR: 1
Control Time: 13 S. AST: 22 U/L ALT: 24 U/L Alk.P: 150 U/L CpK: 528 U/L. U/A was normal
except weakly Positive Ketone and no Growth was seen in U/C. Normal sinus rhythm was seen
in EKG. As she fulfill the clinical criteria of Serotonin Syndrome: Hyperthermia, Induced
clonus, myoclonus and horizontal nystagmus and the laboratory data Ruled out any other
reasons for her clinical signs and symptoms like: Meningitis, encephalitis, etc. the primary
impression was set to serotonin syndrome so initial measurement was taken and she admitted to
ICU. All serotonergic agents were stopped and Supportive care aimed at normalizing vital signs

was done including: administration of 1V fluid, continuous cardiac monitoring, Diazepam (10mg
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IV stat and PRN) to control her agitation, Acetaminophen (1 gr IV TDS if T> 38 °C). As she was
moderately ill more aggressive treatment of autonomic instability was considered so
CYPROHETADINE (4 gr PO Stat started and continued every hour till response) was ordered.
During treatment her vital signs and symptoms was observed and laboratory test including: CBC
diff, BUN Cr, VBG, PT, PTT, INR, Serum Na, Serum K, AST, ALT was done daily to observe
any potential complication of serotonin syndrome like: DIC , rhabdomyolysis, metabolic acidosis
Jsrenal failure , myoglobinuria and acute respiratory distress syndrome. Fortunately, none of the
complications was seen and she responded to treatments and clonus was stopped after about 24

hours after admission. Finally, she was discharged after 3 days.

Discussion: Serotonin syndrome is a potentially life-threatening condition associated with
increased serotonergic activity in the CNS. Serotonin syndrome should be suspected in patients
presenting with tremor, hyperreflexia, clonus, or altered mental status soon after initiating or
increasing the dose of an SSRI. A comprehensive clinical evaluation combined with the use of
Hunter’s criteria can assist clinicians in distinguishing serotonin syndrome from other etiological
explanations. The above case illustrates the importance for clinicians to monitor for signs of

serotonergic toxicity even in patients who are only taking a single serotonergic medication.
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WBC= 7200 (seg =82%) Na =149
Hb=132 (HCT=372) K=4.1
Plt = 233000 Ca=9
BUN= 16 PTT= 36
Cr=15 INR=1

BS=96 PT=13.5




\f“\éb""g"\ G@bd))ydh&)lf&oﬁwﬂ.@g
.1

5395 9 JUbY y 9 (o i Yl oS>

Epidermolysis Bullosa: physical and emotional disease
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Introduction: Epidermolysis bullosa (EB), often referred to as the butterfly disease, is a group of
rare genetic conditions characterized by skin that is delicate and fragile as butterfly wings. In this
life threatening disease, skin and mucocutaneous memberanes blister readily with only mild
trauma or even spontaneously. The prevalence is 1 in 50000 live birth. EB types are divided into

four main groups according to the depth below the skin surface at which the blisters occur.

Purpose: In addition of local and systemic treatments, psychological care of affected person
should be considered. In neonatology, this issue is especially important because the

psychological care of the parents must be provided.

Case presentation: term boy from related parents was born by ceasarean section with large areas
of erosion and skin blisters. In both legs, complete lack of skin could be seen in the form of
aplasia cutis congenita, which extended from the legs to the heals. In the genital and gluteal
areas, a wide area of erosion with positive Nikolsky was evident. Blistering lesions were evident
in the hands, fingers, face, scalp, around the navel and mucus of the lips and tongue. The nails
did not had dystrophy. The parents had a healthy 12 years old child. Mother did not mention the
history of using certain drugs except pregnancy supplements. The history of genetic skin
problems in the family was negative. In pregnancy ultrasounds, olighohydramnios was reported.
In infectious investigations, mother HBS antigen reported positive and VDRL test was negative.
In TORCH study, 1gG Rubella, IgG CMV and Ig, IgM HSV reported positive. This is currently
no cure for any form of EB, and treatment still focuses largely on wound care by protective
bandaging to reduce pain and further damage, and managing complications from the risk of

infection, fibrosis and poor nutritional status. Most of therapeutic approaches include genetic

therapies, wound dressings, protein an drug therapies are tackling one of the main unmet medical
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needs: chronic inflammation and fibrosis, pain, itching and Cutaneous Squamous Cell
Carcinoma. But survival beyond infancy is rare for most severe types of EB. Unfortunately, the

neonate died after 4 days.

Discussion: There are many challenges in EB research, because EB is a group of conditions, and
because the underlying genetic cause differs from one type of EB to another, with resulting
differences in symptoms, severity and prognosis, a variety of treatment strategies are being
developed. EB, although thought of primarily as a skin blistering disorder, is a systemic disease,
with chronic inflammation and tissue malfunction throughout most organs, leading to failure to
thrive and premature death. Ultimately, systemic therapies are required, though localized
treatments to address non-healing wounds provide relief patients living with EB now. Due to the
nature of family care in neonatal medicine, parental psychological care has a special point in

these cases and should be considered.

Key words: Epidermolysis bullosa, neonatology, psychological care of the parents
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Late diagnosis of a disorder of sex development, A simple but big
medical fault.

Missing a simple examination, late diagnosis of an adolescent with 5 alpha
reductase deficiency

Authors: 1) Fatemeh Aghamahdi 1,2, Shahab Noorianl

1- Department of Pediatrics, Alborz University of Medical Sciences, Karaj, IR Iran

2- A member of Non-communicable Diseases Research Center of Alborz university of medical sciences

Introduction: Deficiency of different enzymes has been found to affect sexual development.
We report an adolescent with deficiency of 5-a-reductase, a rare enzyme defect, a 46,XY
disorder of sexual development (DSD) inherited autosomal recessively, caused by
mutations in the steroid 5-a-reductase 2 (SRD5A2) gene located on chromosome 2p23.

Case presentation: A 14-year-old patient was referred to our endocrinology clinic in Karaj
with chief complaint of lack of secondary sexual characteristics of a female. She had been
raised as a female and did not have any history of medical disorder. She was tall compared
to her peers and had a course voice. In physical examination of her genitalia, two gonads
were palpable in the proximal of the groin. Pubic hair was compatible with 3th tanner
stage, and a small phallus with penoscrotal hypospadias, without any sign of vagina were
seen. Her parents claimed that they did not know anything about her abnormal genitalia
until the examination in our clinic. Laboratory data showed elevated levels of testosterone,
LH and FSH. The result of karyotype study showed a normal 46 XY male, which was
compatible with the report of sonography; The absence of mullerian duct and signs of a
normal seminal vesicle and prostate. The scenario was compatible with a 5-a-reductase
deficiency or androgen insensitivity syndrome, with the higher probability of the former
one. In Whole Exome Sequencing, a pathogenic homozygous variant in SRD5A2 was
identified. After confirmation of the diagnosis, by counseling with the patient and his
family, they accepted changing the gender, although the psychological burden of this
decision is high in our society. Now he is under hormonal treatment and is satisfied with
having a male gender in the rest of his life.

Conclusion: Most of the DSDs are very rare and need hormonal analysis, sonographic and
genetic study for determining the exact pathology. However the screening of them is very
simple, by doing a genital examination in infancy or childhood periods which can lead to
early diagnosis and prevent the psychiatric complications of the late diagnosis.

Key words: 5-a-reductase deficiency, Disorder of sexual development, XY karyotype.
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Intestinal Hypomagnesemia in an Iranian Patient with a Novel
TRPM6 Mutation

Authors: 1-Farnaz Kamali , MD Pediatric Nephrology Research Center, Research Institute for Children’s Health,
Shahid Beheshti University of Medical Sciences, Tehran, Iran-Student Research Committee, Alborz University of
Medical Sciences, Karaj, Iran - Email : farkamalil378@gmail.com

2-Mahnaz Jamee, MD Pediatric Nephrology Research Center, Research Institute for Children’s Health, Shahid
Beheshti University of Medical Sciences, Tehran, Iran

Introduction: TRPM6 is predominantly expressed in the kidney and colon and encodes a
protein containing an ion channel domain and a protein kinase domain. It is crucial for
magnesium homeostasis and plays important roles in epithelial magnesium transport and the
active magnesium absorption. In this study, We present a 70-day-old Iranian female patient
from consanguineous parents with hypomagnesemia and secondary hypocalcemia. She
presented with seizures 19 days after birth and refractory watery non-bloody diarrhea. She
consequently had failure to thrive. Other features included hypotonia, wide anterior fontanel,
ventriculomegaly, and pseudotumor cerebri following administration of nalidixic acid. She had
severe hypomagnesemia and hypocalcaemia which was treated with magnesium and calcium
supplementation. Despite initial unstable response to supplemental magnesium, she eventually
improved and the diarrhea discontinued. The patient was discharged by magnesium and calcium
therapy. At the last follow-up at age 2 years, the patient remained well without any recurrence or
complication. Genetic testing by whole-exome sequencing revealed a novel homozygous
frameshift insertion-deletion (indel) variant in exon 26 of the TRPM6 gene, ¢.3693-3699del
GCAAGAG ins CTGCTGTTGACATCTGCT, p.L1231Ffs*36. Segregation analysis revealled
the TRPM6 heterozygous variant in both parents.

Patients with biallelic TRPM6 mutations typically exhibit hypomagnesmia with secondary
hypocalcaemia and present with neurologic manifestations including seizures. In some patients
this is also complicated by chronic diarrhea and failure to thrive. Long-term complications are

rare and most of the patients show a good prognosis with supplemental magnesium therapy.

Purpose: In this article, we report a novel TRPM6 homozygous mutation in a 70-day-old

female patient with manifestations of hypomagnesemia, secondary hypocalcemia, refractory

diarrhea, seizure, failure to thrive and cerebral pseudotumor.
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Case presentation: The index patient (P1) is a 70-day-old female from south Iran born at term
to consanguineous parents (Fig 1-a). She experienced episodes of general seizures 19 days after
birth which was found to be due to hypocalcemia and hypomagnesemia The cause of her illness
was not diagnosed before admission to our center and she had not received magnesium and
calcium supplements befor that. There was no history of miscarriage or early death in the
family. She also complained of refractory watery non-bloody diarrhea lasting for about two
weeks. She was hospitalized in another center for 10 days and her condition was not improved
after taking calcium, magnesium, metronidazole, and nalidixic acid Before admission to our
center. She had also developed pseudotumor cerebri following administration of nalidixic acid.
She was breastfed and had recently started infant formula feed. There was no evidence of
malabsorption, however, she had documented failure to thrive (Z score: -1.9) (Fig 1-b). On
examination, she had hypotonia with a wide anterior fontanel. The brain ultrasound revealed
mild hydrocephaly and increased diameter of the anterior horn of the left (8.5 cm) and right (9
cm) lateral ventricles. The abdominopelvic examination and ultrasound were normal and no
urinary tract abnormality or organomegaly was detected. In the initial laboratory evaluation,
normal leukocyte count, normal lymphocytes, mild neutropenia, mild anemia, and
thrombocytosis were found. The inflammatory markers (ESR and CRP) were normal. Renal
function tests (BUN and Cr) were within the normal range for age. Normal levels of serum
calcium, phosphorus, and low levels of serum magnesium and serum albumin were detected.
The urine and stool analysis and culture were normal (Table 1). She received cefotaxime,
azithromycin, phenobarbital, and oral magnesium sulfate supplementation. The serum
magnesium level was normalized with this treatment but dropped rapidly after discontinuation
(Fig 1-c). During admission, she developed fever, productive cough, rhinorrhea, (respiratory
distress with tachypnea and subcostal retraction), and metabolic acidosis. She had
hyperinflation, bilateral peri-bronchial thickening, and widened mediastinum in the chest X-ray.
The lung sounds were harsh with occasional wheezing. The electrocardiogram was normal and
echocardiography reported patent foramen ovale, mild tricuspid regurgitation, peripheral
pulmonary stenosis, with normal left ventricular ejection fraction. Pneumonia was suspected and

imipenem was added to the regimen. She also received sodium bicarbonate to correct the

metabolic acidosis. Eventually, fever and respiratory distress resolved, diarrhea decreased and
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the patient became more alert, and her general condition improved. She was discharged and
recommended to use Osteocare syrup regularly and magnesium sulfate syrup (50%) (0.8 cc
daily) ( the patient must permanently use magnesium supplements for the rest of her life) in case
of diarrhea or vomiting. In the last follow-up at age 2 years, she was completely improved. No
other seizure episode or prolonged diarrhea was reported by her parents. After further
investigation, we found that her paternal cousin had documented hypomagnesemia. The cousin
(P2) was a 2-year-old female born to consanguineous parents with three healthy siblings. She
presented at 2 months of age with seizure, cyanosis, diarrhea, and was found to have
hypomagnesemia (serum Mg: 0.8 mg/dL) and hypocalcemia (serum Ca: 5.2 mg/dL). No
nephrocalcinosis in renal ultrasound was found and she had normal weight gain. The level of
fractional excretion of sodium (Ef Na: 0.26 mg/dL), magnesium (Ef Mg: 6 mg/dL), and calcium
(Ef Ca: 13 mg/dL) were higher than normal range. She received IV Mg 20% but did not
respond. Oral and IV Mg 50% along with Calcium gluconate were administered, which
normalized serum Magnesium and Calcium to 1.43 and 9.8 mg/dL, respectively. To performe
genetic analysis in the proband, a whole blood sample was collected in EDTA containing tubes.
Genomic DNA was extracted from whole blood using Blood SV-mini kit (GeneAll
Biotechnology Co., LTD, South Korea) according to the manufacturer instruction and whole
exome sequencing was performed. Library preparation was performed using Twist Human Core
Exome Plus kit (Twist Bioscience, USA) using manufacturer instruction. Sequencing of libraries
was done by high-throughput paired-end sequencing using NovaSeq sequencing platform
(MMumina Inc., CA, USA). Analysis of sequencing data was performed using Genome Analysis
toolkit (GATK-v3.4.0) and detected variants were annotated. Proper filtering and then
interpretation of a short list of variants in terms of pathogenicity was performed based on
ACMG (American College of Medical Genetics and Genomics) guideline for variant
interpretation (5). Whole exome sequencing of the proband revealed a novel homozygous
frameshift insertion-deletion (indel) variant in exon 26 of TRPM6 (NM_017662), c.3693-
3699del GCAAGAGINSCTGCTGTTGACATCTGCT; p.L1231Ffs*4. This variant has not been
previously reported, however, based on ACMG guidelines, this variant was classified as likely
pathogenic. The indel would lead to a predicted truncated protein with loss of the C-terminal

part of the protein including the alpha-kinase domain. Another TRPM6 mutation ¢.3694del;
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p.G1232fs*31 at the same region has been reported as pathogenic in a patient with a comparable
phenotype. In addition, multiple lines of in silico computational analysis (including Mutation
Taster and CADD) support the deleterious effect of this variant on the gene or gene product(s).
The variant is absent in population databases (GenomAD, EXAC, 1000G, and our local
database). Further analysis by PCR-Sanger sequencing validated homozygous status of detected
variant in the patient and showed heterozygosity in both her parents (Fig 1-d). This finding was

consistent with autosomal recessive pattern of inheritance.

Conclusion: TRPM6 encodes a channel, which allows inward flow of magnesium cations and
small amounts of calcium ions (Ca2+) to pass through cells (6). Here we report a 70-day-old
girl with seizures, diarrhea, cerebral pseudotumor, hypomagnesemia, and secondary
hypocalcemia in whom we have found a novel homozygous likely pathogenic TRPM6 mutation
which explains the phenotype.From a search of the reported cases to date, 101 patients with
TRPM6 mutations from 76 families have been identified so far (Table 2). The first patients with
TRPM6 mutations were reported in 1997 by Walder et. Al (7). They evaluated three families
from two Bedouin Arab tribes, who were presented shortly after birth with a spectrum of
neurologic symptoms including restlessness, tremor, neuromuscular hyperexcitability, and
seizures. The supplementary treatment with magnesium improved the clinical symptoms in all
the patients, however, two patients continued to suffer from refractory seizure and as a result,
mental retardation, due to the delay in diagnosis. Genome-wide screening of pooled DNA
samples of these patients revealed a region of homozygosity on chromosome 9 between markers
D9S1874 and D9S1807. They also suggested an autosomal recessive pattern of inheritance
which was later confirmed by another study (8). The first presentation of the index patient
described in the current study was a seizure attack at 19 days of age, which did not recur and no
further neurodevelopmental complication was encountered. In the same way, almost all patients
described in the literature had variable types of convulsions as the first presentation, namely
generalized tonic-clonic, complex partial, myoclonic, and unspecified seizures. The age at the
onset of symptoms ranged from 8 days to 6 years. In 2005, a study was performed on 28 patients
from 21 families with a mutations in TRPMB®, in which 12 families were consanguineous. The

seizure was the first symptom in 24 patients and tetany was also seen in some patients.
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Unfortunately, 3 patients experienced permanent neurologic damage due to delayed diagnosis
(9). In the same year, four Polish patients from 3 non-consanguineous families were identified to
have TRPM6 mutations. These patients experienced seizures and convulsions within 2-6 weeks.
Using oral magnesium, all patients improved and were alive and well at the time of the study
(10). In 2012, a study was performed on 8 Turkish children from 6 families (5 boys and 3 girls).
All patients presented with tetany and convulsions which were caused by hypomagnesemia and
secondary hypocalcemia (11). Five patients with TRPM6 mutations from 5 families were studied
in 2014. One of them was from a consanguineous family. They presented with seizures which
were caused by hypomagnesemia and secondary hypocalcemia. Magnesium therapy was given
and all patients are repoted to be alive and well (12). Consistent with this, most of the identifed
TRPMBG patients had a good prognosis and responded to supplemental magnesium therapy, while
a few patients developed neurological disorders or mental impairment. In a study, 5 patients
presented with generalized seizures because of hypomagnesemia and secondary hypocalcemia. 4
of them were successfully treated with intravenous magnesium and oral magnesium therapy,
however, one died at 8 weeks old due to muscular weakness (13). Some studies also reported
patients who survived the acute phase but progressed into life-long complications, mostly
attributed to the delay in the diagnosis (7, 9, 14-17). In conclusion, we presented a patient with
seizures, hypomagnesemia and secondary hypocalcemia in whom we identified a novel mutation
in TRPM6 (a homozygous frameshift insertion-deletion (indel) variant, ¢.3693-3699del
GCAAGAG ins CTGCTGTTGACATCTGCT, p.L1231Ffs*36). Similar reports of patients,
preferably with a comprehensive evaluation of the family members, can help increase knowledge
about the phenotypic range of this genetic defect and consequently reduce diagnostic delay and

complications.

Key words: Hypomagnesemia, Hypocalcemia, TRPMS, Failure to thrive, Case report
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Case report of combined immunodeficiency in an Iranian child with
sphingosine phosphate lyase insufficiency syndrome: rare

manifestation of a rare disorder
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Introduction: Sphingosine Phosphate Lyase Insufficiency Syndrome (SPLIS) also called
Nephrotic syndrome type 14 (NPHS14) or SGPL4 deficiency, is a newly recognized autosomal
recessive disorder characterized by primary adrenal insufficiency, steroid-resistant nephrotic
syndrome, peripheral neuropathy, and ichthyosis. SGPL1 encodes Sphingosine-1-phosphate
(S1P) lyase which irreversibly catalyses the cleavage of S1P in the terminal step of sphingolipid

catabolic pathway.

Purpose: SPLIS is a rare disorder with nearly 55 cases identified worldwide. In this report, we
aim to present the clinical course of a genetically confirmed SPLIS patient to make pediatricians
and primary care physicians more familiar with this rare disorder and establish a basis for

national registration of future patients.

Case presentation: The patient was a 7-year-old female born to consanguineous parents (first-
degree cousins). She was the second of dizygotic twins, born at term after an uneventful
pregnancy via caesarean section. Her twin sibling died at 6 years old after three years of
nephrotic syndrome and renal failure. Her another male sibling died at 1.5 years old due to
unknown cause. Her mother and twin sibling also suffered from hearing impairment and
hypothyroidism. She primarily manifested with adrenal insufficiency at 8 months of age,
controlled by fludrocortisone. She was complicated with hypertension and left ventricular

hypertrophy. She also suffered from recurrent urinary tract infections and left-sided urinary
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reflux and was under treatment with prophylactic antibiotics. In the last month, she had one
episode of tonic-clonic seizure lasting for 4-5 minutes. She had experienced the first episode of
edema and massive proteinuria at 5 years old and after initial renal evaluations was diagnosed
with minimal change nephrotic syndrome. She was prescribed prednisolone with partial
response. By the age of 6 years, she developed disturbed liver enzymes. The liver biopsy showed
no significant pathologic changes and she received azathioprine for a probable autoimmune
hepatitis. One year after diagnosis of nephrotic syndrome, due to the recurrence of edema and
lack of response to corticosteroids, she underwent renal biopsy. In the light microscopy, mild
dilation in renal tubules along with degenerative changes and RBCs in a few tubules, and in the
electron microscopy, mild-to-moderate mesangial IgM deposition were observed. The globules
and renal interstitium were normal. Consequently, the diagnosis of IgM nephropathy was
considered and cyclosporine was added to the regimen. However, a few months later she was
referred to our paediatric nephrology clinic at Mofid Children’s hospital due to refractory
nephrotic syndrome. In the physical examination, the patient had cushingoid appearance,
hypertrichosis, dry skin, multiple dental caries, and lower extremity edema. The blood pressure
was 140/85 mmHg and she had a short stature (height < 3rd percentile). At the time, she had
normal renal and liver function tests. Rheumatologic tests including anti-dsDNA, C-ANCA, P-
ANCA, and FANA were normal. In the immunologic evaluation, lymphopenia (840 cells/ul)
with low T and B cells (CD3: 33%, CD4: 15%, CD8: 17%, CD19: 13%),
hypogammaglobulinemia (1gG: 396 mg/dl, IgA: 54 mg/dl, IgM: 107 mg/dl, IgE: 5 mg/dl), and
abnormal lymphocyte proliferation test (PHA (2.0), BCG (1.0), Candida (1.0)) were reported.
Serum complement levels and NK cells (12.2%) were normal. The abdominorenal ultrasound
was normal. The renal biopsy was repeated and examination by electronic microscopy revealed
partial effacement and microvillous transformation of visceral foot processes (60-65%),
vacuolization of podocytes, segmental glomerular basement membrane (GBM) thinning and
wrinkling, longitudinal splitting along the lamina densa, and expansion of GBM-like mesangial
matrix. Therefore, the patient was clinically diagnosed with hereditary nephritis. Due to multiple
organ autoimmune disorders and abnormal immunologic profile, she was examined by whole

exome sequencing, which revealed a homozygous missense mutation in exon 11 of the SGPL1
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gene (c.946G>A, p.Ala316Thr), previously reported as pathogenic in HGMD database. The
diagnosis of Sphingosine-1-Phosphate Lyase Insufficiency Syndrome (SGPLIS) was established.
Segregation analysis showed that proband’s parents are heterozygous carriers of the target gene.
Currently, the patient is alive and clinically stable and on vit B6 supplementation,

fludrocortisone, prednisolone, levebel, enalapril, and pantoprazole.

Conclusion ¢ In view of the reports of renal disorders at presentation, it would be pertinent for
SGPL1 to be considered in diagnostic genetic panels for patients manifesting with primary
adrenal insufficiency, congenital nephrotic syndrome, and certainly if seen in combination with

immunodeficiencies.

Keywords: SPLIS, SGPL1, Nephrotic syndrome, Adrenal insufficiency, Combined

immunodeficiency
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Successful surgical treatment of a case with complicated Cesarean
scar pregnancy
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Introduction: Cesarean scar pregnancy (CSP) refers to a pregnancy that is
implanted on or in a scar from a prior cesarean birth. If unrecognized or inadequately
managed, CSP can lead to severe maternal morbidity (eg, uterine rupture,
hemorrhage) and mortality. CSP occurs in approximately 1 in 2000 pregnancies and
appears to be rising in past years.

Purpose: Case presentation of a complicated case with CSP

Case presentation: A 28 years old woman came to gynecology clinic of Kamali
hospital with complain of vaginal bleeding and abdominal pain. She is
G3P2L1IUFD1, with a history of two previous Cesarean section and gestational age
of 10 weeks in current pregnancy. The vital signs of patient in the clinic was:
BP=110/70, PR=90, RR=19, T=37.2 and BMI=28 In the examination there were no
acute abdominal symptoms and the vaginal bleeding was at the level of spotting. The
patient has an ultrasound with a report of missed abortion in inferior segment of
uterus. The patient admitted in gynecology department of Kamali hospital and after
confirming the diagnosis with re_ultrasound, medical treatment of missed abortion
with Misoprostol tablet was started. Due to the patient’s lack of response to 72 hours
medical treatment, the plan of surgical treatment was made. In the operation room
the patient underwent curettage but due to continuous severe bleeding she underwent
emergency laparotomy. As can be seen in picture number 1 and 2, there was a mass
lesion measuring 5*5 cm in the lower segment of uterus. Wedge resection surgery
was performed for the patient. Fortunately the patient was discharged from the
hospital without any complication and in good general condition.

Conclusion ¢ Pregnant patients with a previous Cesarean birth may benefit from
early ultrasound screening in 5 to 7 weeks of gestation. Unfortunately, the first visit
of our patient with history of 2 previous Cesarean section was in 10 weeks of
gestation and sonologist can not diagnose CSP. Fortunately in the operation room,
the true diagnosis of CSP and true surgical treatment without any severe morbidity
was done.

Key words:Cesarean Scar Pregnancy, Surgical treatment
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A pathologically and clinically rare case with uterine neoplasm
similar to Ovarian Sex Cord Tumors

Authors: Shima Mohamadianl. Assistant Professor, Gynecology oncology Department, , Kamali Teaching Hospital,
Alborz University of medical sciences, Karaj, Iran. Email:shima792003@yahoo.com

Introduction: (Uterine tumors resembling ovarian sex cord tumors (UTROSCT) are a very rare
type of uterine stroma of endometrial sarcoma, an ovarian tumor that resembles a reproductive
cord and behaves like a benign tumor. Evaluation of histological and immunohistochemical
characteristics is essential for the diagnosis and management of these cases. In this study, a 45-
year-old woman with a large uterine mass underwent bilateral hysterectomy and opherectomy,

and the lesion was reported as uterosct by pathology.

Purpose: This case study demonstrates the importance of distinguishing the details of
UTROSCT to recognize it: from potentially malignant types .also we can use tumor marker

inhibin when suspisious to this tumor

Case presentation: The studied case was a 45-year-old Iranian woman (gravida 2, para. 2) who
had previously been visited by a physician due to lower abdominal pain and was referred to our
hospital for examination and treatment. A vaginal ultrasound had shown that her right ovary
was formed in several places in the uterus. She had no positive family history of cancer.
Magnetic resonance imaging (MRI) revealed a lobulated cystic mass of 80mm*110mm in the
left lateral body and fundus .it has few encasing solid components up to 46*16 mm. This solid
component shows abnormal restriction on DW1and ADC sequences. These findings may

represent degenerated myoma (FigurelA, 1B).

Conclusion ¢ It is difficult to distinguish this tumor from low-grade sarcoma and stromal

fibroids histologically

The use of immunohistochemistry was able to provide us with more microscopic details of
tumor granulosa cells. Histopathological characteristics and immunohistochemical appearance
can be considered as specific identification for ovarian tumor granulosa cells. In fact, the

ovarian germline stromal tumor group consists of multiple types of tumors, which are affected

by various aggressive clinical processes. As a result, it may be necessary between the various
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histological UTROSCT have a morphology resembling granulosa cell tumors are classified. In
the future, we will need additional analysis to better evaluate different subtypes of UTROSCT.
These data suggest that UTROSCT may indicate differentiation of tumors originating from
endometrial stroma, or may indicate a separate group of uterine tumors with differentiation, such

as the sex cords, which is closer in histogenesis to the stromal tumors of sex cords of ovaries

In this tumor, like in ovarian granulosa cells ,Tumor marker Inhibin is increased and our team
follow her 2 months after hysterectomy and check inhibin .we obtained that serum level inhibin
decreased clearly .we can use this tumor marker for detection of this tumor. This indicates that
measuring and examining this tumor marker makes us suspect the presence of a tumor. In
addition, although UTROSCT is a histopathologically different case, several tumors and benign

cancers make a differential diagnosis

Key words: UTROSCT/inhibin
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Introduction: The term "teratogen" refers to any environmental or congenital factor causing
damage to the fetus and its growth during the prenatal period (1). The severity of teratogen
damage depends on factors such as the amount of teratogen, maternal age and inheritance e.g. in
the pre-implantation period, teratogens rarely have an effect, and if they do, they lead to the
death of the embryo. In the embryonic period, the effect of teratogens is very high (2).
Teratogens do not only include drugs and environmental factors can be important in this section.
Despite avoiding drugs such as lithium, tranquilizers, anti-epileptic drugs and smoking, pregnant
mothers should be in an environment with an acceptable quality index to avoid the harmful
effects of pollutants on the fetus, including low birth weight, respiratory failure, cleft palate,
heart failure, spina bifida, and cancer (2). Apart from congenital or environmental teratogens,

what is important is the awareness of the pregnant woman about the risk factors and taking
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preventive measures in the face of known teratogens. Prevention of teratogens can lead to
reducing the number of exceptional children, reducing material and psychological costs and
creating a healthy society. Therefore, it is necessary for society's policy makers and especially
parents to pay attention to this matter. For instance, Mercury which is found in polluted air, as a
common teratogen that is widely used in the preparation of fungicides, herbicides, antibiotics,
dental amalgams and paints, can affect the kidney, liver, muscles, brain and blood of fetus.
Other elements of mercury like methyl-mercury inhibit the natural migration of cells towards
the cerebral cortex, and in this way causes brain development disorders. In a study by Tan et al,
stillbirth, birth defects, infertility, and macrosomia fetus are some outcome of exposure to
polluted air in pregnant women (3). We know that the contaminated environment can contain
many teratogens. Mercury and its derivatives (such as mercury chloride), cadmium, lead,
insecticides and some copper compounds like copper chloride are of environmental pollution (4,
5). Mercury is not the only teratogen in the air, and there are many known and unknown
pollutants that require further study. Among these, cadmium and lead can also be mentioned in
which high exposure to lead causes prematurity, low birth weight, brain damage and various
physical defects. Even exposure to a small amount of lead in the prenatal period can be
dangerous (6). So, in response to question "How can a pregnant reduce the teratogenicity of air
pollution?”, checking air quality by specific indicators is of great means in this regard. Use of
air purifier in case of low quality of the air is useful. Avoiding being outside of home when the
quality of air in not good should be considered. The fundamental way to keep away from
harmful exposures is learning about the effect of air pollution on fetal health. In this case, the
pregnant can adopt new and scientific methods away from the effects of pollutants. It should be

noted that being obsessive in this case can also be problematic.




\f"\(_gb"rg"\ G@bd))ydh&)lf&oﬁw)%
.1

Ob) s & o DY o US>

Is cesarean section better or vaginal delivery in pregnant woman
with Glanzmann's thrombasthenia.?
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Introduction: Glanzmann thrombocytopenia (GT) is a genetic disease of the AR (autosomal
recessive disorder) associated with platelet dysfunction. Platelets are special non-nuclear cells
that participate in complex reactions to prevent bleeding. Point mutations, deletions, and genetic

additions lead to defects in complex proteins encoded by the ITGA2B and ITGB3 genes.

Platelets naturally bind to von Willebrand and collagen beneath the endothelium of the vessel
wall via surface glycoprotein 1b-1X-V and pass through the site of injury to the vessel. Activates
platelets and also exposes the fibrinogen receptor GP Ilb / Illa. Platelets contain defective levels
or small amounts of the GP IIB / Illa glycoprotein in this rare inherited bleeding disorder. As a
result, there is no fibrinogen bridge between one platelet and other platelets, and the bleeding
time will be significantly longer. Although due to various complications such as preeclampsia,
uterine atony, etc., Bleeding volume during delivery is different, bleeding during delivery is
irreversible. For this reason, controlling bleeding in people with underlying coagulation

disorders raises the concerns of obstetricians.

Purpose: The aim of this study is to express the favorable outcome of planned cesarean delivery

in pregnant woman with Glanzmann's thrombasthenia.

Case presentation: The patient of a 28-year-old G1 woman with a gestational age of 38 weeks
+5 days known case of GT due to Gross hematuria was referred to our hospital the day before.
She suffered from vaginal spotting and recurrent epistaxis several times during her pregnancy
but was not hospitalized. A gynecologist and hematologist monitored the patient during
pregnancy. The initial manifestations of the disease occurred at the age of one year after severe

bleeding after piercing the ear to install earrings. Due to frequent epistaxis, bleeding gums, and
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the development of petechiae and ecchymosis following minor trauma, a thorough examination
was performed, and she was diagnosed with mild GT. The patient was the only child in the
family and the result of a consanguineous marriage. She did not report a family history of GT in
first- and second-degree relatives and said only one case of a similar disease in distant relatives.
Her period at 13 was accompanied by heavy and prolonged bleeding that led to a blood
transfusion. She was also treated with iron, combined contraceptives, and tranexamic acid to
prevent severe bleeding and treat iron deficiency throughout her life. She did not have vaginal
bleeding when she was admitted, and her vital signs were stable. She had no vaginal discharge,
bleeding, or uterine contractions and was satisfied with the fetus’ movements. Hematology,
biochemistry, and primary electrolyte tests were normal. Urine culture was negative for the

growth of microorganisms and was a standard urine test except for many red blood cells.

Hb = 13.6 —PLT = 149000 —Cr=0.7 —PT =114 — PTT = 27 — INR = 1.4 — Fibrinogen =
247—Bleeding time = 3 min —Clotting time =11 min —PBS (Peripheral Blood Smear) = Giant

PLT and negative for toxic granulation

Due to the lack of evidence of urinary tract infection, single donor platelet injection and
tranexamic acid were performed. Unfortunately, the patient developed urinary obstruction and
clot formation in the urine. Tranexamic acid was immediately discontinued, a urinary catheter
was inserted, and the bladder was flushed. The kidneys, bladder wall, and urethra were normal
on ultrasound, and only blood was reported in the bladder. According to the urologist,
cystoscopy was unnecessary due to ultrasound and normal renal function. A perinatologist
performed an ultrasound to check the fetus’s health, and termination of pregnancy was
recommended due to the IUGR fetus grade 1. Due to significant cutaneous ecchymosis with
minor trauma, the presence of Gross hematuria, unfavorable cervix, and elective cesarean
section to prevent pelvic hematoma of unknown origin was performed. The patient underwent
general anesthesia and underwent a midline cesarean section. The baby boy was born with an
Apgar score of 10.9 and 10/10 in the first and fifth minutes. The placenta was calcified and
small, and the amniotic fluid was impregnated with concentrated meconium. A peritoneal drain

was implanted to assess and control possible bleeding after surgery. Before and during single
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donor platelet surgery, cryoprecipitate and tranexamic acid were injected. After a cesarean
section, misoprostol and oxytocin were used in high doses to prevent postpartum hemorrhage)
PPH(.In the first hours after delivery, she suffered from severe vaginal bleeding, which was
controlled by administering 50 units of oxytocin and 400 micrograms of misoprostol.
Fortunately, on the second day after the operation, the removed peritoneal drain was without
bleeding. Platelet injection was performed due to increased hematuria and clotting in the urine.
A few days after surgery and the continuation of Gross hematuria, a CT scan of the kidneys was
performed with contrast, and there was no evidence of papillary necrosis. The patient underwent
conservative management and was discharged on the 6th day after surgery with an excellent
general condition and brief hematuria. Hematuria resolves spontaneously two weeks after
discharge, and irregular menstrual bleeding begins one month after delivery. It is currently being
treated with tranexamic acid and iron supplements due to iron deficiency. Remarkably, a
seemingly healthy baby is born with a favorable Apgar score of PH = 7.27, BE = -4.8. At birth,
the baby had a platelet count of 28,000 and underwent a sepsis workup. In subsequent tests, the
baby tested positive for COVID19 PCR ) COVID19 PCR test of the mother was negative(. The
neonatal intracranial ultrasound was normal and showed no evidence of internal or cutaneous
bleeding. Autoimmune thrombocytopenia was also included in the differential diagnosis due to
the mother’s repeated intake of blood products. The baby was closely examined, and the
presence of sepsis was ruled out. She was discharged from the hospital one week after birth with

normal platelets and no evidence of bleeding.

Conclusion : GT is a rare bleeding disorder that has an autosomal recessive inheritance. Studies
have reported partially conflicting results on the prevalence of the disease among men and
women. Still, in Razjoo et al. | study in Iran, male patients were 16% higher than females (1)(2).
The use of antifibrinolytics, recombinant human activated factor VII (rFVIla), and platelet
injection as therapeutic interventions and even prevent postpartum hemorrhage in GT
patients(3). Despite the recommendation not to use antifibrinolytic drugs in hematuria patients,
we used tranexamic acid due to the lack of access to rFVIla to control bleeding during
delivery(4). Unfortunately, the patient had urinary obstruction due to blood clots in the urine,

and we had to stop taking this medicine. A woman with GT is exposed to life-threatening
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bleeding throughout her life, one of which is during childbirth. A significant challenge is
determining the method of delivery. During vaginal delivery, mucosal bleeding and hematoma
of unknown origin are possible when the fetal head is pressed against the mother’s pelvic organs
and arteries. In addition, the risk of neonatal intracranial hemorrhage (in case of decreased fetal
platelet count or dysfunction) is higher in vaginal delivery. On the other hand, bleeding during
cesarean delivery is more than vaginal delivery, and there is a possibility of hematoma in

different layers of the abdominal wall.

In the case we presented, a cesarean section was performed due to Grade 1 fetal growth
restriction and the presence of an unfavorable cervix for delivery. The onset of hematuria
coincided with the placement of the fetal head in the mother’s pelvis and compression of the
bladder.

Maternal GT alone is not an indication of cesarean section, and uncomplicated instrumental

delivery has been reported(5).

Due to the rarity of this disease, the possibility of fetal growth restriction, oligohydramnios, or
amniotic meconium fluid in pregnant women with GT has not been investigated, and only a case

report has been provided(5).

These patients often experience significant bleeding during or after childbirth, and the fetus is at
risk of death or neonatal thrombocytopenia when the mother carries anti-platelet
antibodies(6)(7)(8).

Selective and planned cesarean section to control bleeding with uterotonics and platelet injection
is uncomplicated and can prevent intracranial hemorrhage in infants who are unaware of their

coagulation status(9)(10)(11).

Key words: Pregnancy - Glanzmann's thrombasthenia — postpartum hemorrhage
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Introduction: Calcification of the dental pulp has two forms; diffuse and discrete. Both local
and systemic factors are important in formation of dental pulp calcification (1-3). Caries and
cavity preparation, the presence of restorations, and excessive forces caused by clenching and
trauma are considered as local factors (4-6). Hypercalcemia, gout, and end-stage renal diseases
are known as systemic factors. Cardiovascular disease and long term use of glucocorticoids has
been associated with pulp calcification (7). Generalized pulp calcifications are rare and can be
seen either in diffuse form or distinct form (8,9). Diffuse generalized pulp stone formation leads
to complete pulp distraction as found in tumoral calcinosis and dentine dysplasia type | (10).
Distinct generalized pulp stone formation is more prevalent in multisystem genetic syndromes
and dentine genetic defects, such as dentine dysplasia Moreover, etiology of some cases with

distinct generalized pulp stone formation is unknown (10-12).

Aim: In this case report we want to present a mild mentally retarded patient with generalized

pulp Calcification and discuss the differential diagnosis of this clinical presentation.

Case presentation: A 22-year-old man was referred by a general dentist to the Dental School,
University of Alborz, Iran, for more detailed evaluation of multiple pulp stones in his
radiographic image and orthodontic treatment. He was the first child of a healthy, non-

consanguineous, Iranian parents. Family history wasn't remarkable. For more evaluations we
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performed complete blood investigations, which were non-contributory.

Intraoral examination revealed bleeding gingival tissues and several periodontal pockets, up to 5
mm. Moreover multiple Caries were found, especially in the posterior teeth. He also had a deep
V-shaped palate and bilateral posterior cross-bite, 7 mm of overjet, and tooth no 11,35,32,45
was missing (Fig. 1). Also, malformation is seen in all frontal teeth .Cranium, spine and hand
radiographies as well as heart and abdominal evaluations were unremarkable. In contrast, the
auditory response test and ophthalmologic evaluation tests were not normal. Also he had speech

disorder.

Radiographic examination with a panoramic radiograph revealed generalized multiple pulp
calcification, within the pulp chamber, in all of the teeth and in most of the teeth had short roots
even maxillary incisor. His family history was normal. The panoramic radiographs of both
parents were negative for pulp calcification. The dental treatment plan was as follows;

periodontal therapy, restoration of carious teeth and orthodontic treatment.

Discussion: many reports have been documented pulp calcification in the literature, but reports
presenting cases with generalized pulp calcification appearing in all teeth of a young person are
less (13-15). In the present case, the generalized pulp stones were found in a young patient,
which is opposing to the general concept of pulp stone organization that is usually seen in older
age groups or in association with a certain syndrome. However, in this case, no relation could
be appointed between the generalized pulp stone and any genetic, systemic or metabolic
findings. Therefore, it may be suggested that these pulp stones are of idiopathic beginning. The
case is of particular clinical concern due to the attendance of generalized pulp stones in a young
patient. Further studies and investigations are necessary to evaluate the exact etiology of
generalized pulp calcification which would be able to clarify the fact that generalized pulp
calcification is not solely an age change phenomenon of the pulp tissue but other factors also

can cause this presentation.

Key Words: Calcification, dental pulp, syndrome, pulp stone
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Dental Complications Following Radiation Therapy in

Rhabdomyosarcoma Patient: Report of a rare Case
Authors: Leila Eftekhar Ardebili

Abstract:

Rhabdomyosarcoma is a malignant neoplasm and the most common soft tissue sarcoma in
children. The current frontline treatment for rhabdomyosarcoma is a multi-modal approach,
comprising chemotherapy, surgical resection, and/or radiation therapy. Radiation therapy during
odontogenesis can lead to delayed sequel such as hypodontia, microdontia, and dwarfed teeth
with underdeveloped roots. This case reports an abnormal root development due to a history of
rhabdomyosarcoma. The aim of this report is to describe delayed oral manifestations following
treatment strategies in rhabdomyosarcoma and to highlight the role of pediatric dentist in

rhabdomyosarcoma cases due to secondary oral and dental complications.
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Bilateral reconstruction of tempromandibular joint with customized
prosthese in a patient with joint ankylosis

Authors: Mostafa Mortazavi

Introduction: Temporomandibular joint (TMJ) ankylosis involves the fusion of
the mandibular condyle to the glenoid fossa of the skull base. Ankylosis of the
temporomandibular joint (TMJ) is a disabling condition that can result in pain,
trismus, and a poor quality of life. It can be caused by injury following trauma,
infection, and rheumatoid disease. Ankylosis is an indication for treatment when
mouth opening is restricted (less than 20 mm) and a predominantly soft or liquid
diet has a detrimental effect on quality of life. Current treatment includes gap
arthroplasty, interpositional arthroplasty, and reconstruction. These Treatments
is unpredictable and is complicated mainly because of the high incidence of
recurrence. Various techniques have been reported but no single one gives
completely satisfactory results. Operations aim to partly or radically remove the
ankylotic mass, prevent recurrence, and restore function and mobility.We
describe a technique for the resection of ankylosis and reconstruction of the joint
in a single operation using virtually designed custom-made implants. The patient
is a 19 year old man who suffered a bilateral mandibular condyle fracture due to
the trauma that occurred 15 years ago following a motor vehicle accident
(MVA). The patient had undergone 3 different surgeries, including gap
arthroplasty and interpositional arthroplasty, after each surgery, he had
recurrence and ankylosis again.

Finally, for the patient with 5 mm MIO (maximum interincisal opening), it was
decided to reconstruct the TMJ joint with a custom-made prosthesis. The design
of this custom-made prosthesis was done with the help of 3D computer scan (3D
Ct scan) and titanium printers. With periauricular and retromandibular incisions
(approach) access to the condyle and condyle of the mandible was achieved.
After osteotomy, with using surgical guides and removal of bone ankylosis, the
prosthesis was placed in the area and fixed with screws.

The patient's MIO increased to 25mm and during the one-year and two-year
follow-up, this maximum interincisal opening (MIO) did not decrease.
Compared to the previous methods, this method can be effective and practical
for other reconstructive treatments in the jaw and face due to the absence of
recurrence and re-ankylosis.
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report and review of the literature
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Abstract:

Central mucoepidermoid carcinoma (MEC) is a rare neoplasm arising intraosseously in the
jaws. Here, we present a rare case of central MEC in a 42-year-old woman without any history
of an odontogenic lesion in the same area. This report focuses on the clinicopathologic and

radiographic features with possible treatment options for these patients.

Keywords: Mucoepidermoid carcinoma, Intraosseous, Mandible
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V¥ Figure 1: Plain pelvic radiograph before the fixation surgery.
(Antero-posterior view)
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A case report of heart failure and death following covid19
P Qb g
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Background and aim: Some patients with covid19 have several problems after recovery. One
of which is inflammation of the layers of the heart and heart failure. The aim of this article is to

explain a case with death after heart failure following covid19.

Case presentation: Patient, a 41 years old man, having chest pain and pulse-free ventricular
tachycardia and reduced ejection fraction is under care in critical care unit in June. About 4
months ago, he was suffering from covid19 and had symptoms including severe cough, shortage
of breath, chest pain, weakness and lethargy that went to the doctor and found that had covid19.
Symptoms continued and the patient referred to different medical centers one after another.
Despite the full use of drugs prescribed to treat covidl9 at home, these symptoms did not
diminish and changes in the ECG cause new findings in the patient, therefor, this leads to visits
to cardiologists and echo. In echocardiography performed for the first time after covidl9,
decrease in heart ejection fraction was about 30% and hardening of the walls (sclerosis) was
recognized. According to the diagnosis of the physician, the client is a candidate for heart
transplant due to progressive heart failure. No record of drug using or a specific disease was
mentioned by the patient. New symptoms of heart failure are added to the previous symptoms
and the patient's condition worsens. The patient and his family, do not take the doctor's advice
that the disease is progressive seriously and do not follow up to treat the disease. As the disease
progresses and the symptoms become more severe, the patient is a candidate for ICD
implantation in May. After ICD implantation, the patient develops recurrent non-pulsed
tachycardia. Despite the termination of this tachycardia, the electrolytes are disrupted by the

ICD and eventually the patient dies in July.

Case presentation: However, complications of covid19 may not occur in most patients,
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sometimes with their long-term effects on the main organs of the body, they cause the mortality
of the patient. It is a disease with unknown behaviors in various systems of the body, including
the cardiovascular system. The effect of covid19 on heart layers and heart rhythm causes
myocardial damage and heart dysrhythmias or abnormalities in the normal order of the heartbeat.
In covid19 crisis, in addition to patients with record of cardiovascular disease, patients without a
history of cardiovascular diseases also should follow health tips. Patients with covid19 should
take the first signs of shortness of breath and chest pain seriously and seek the treatment of the
disease timely and complete. It is recommended that patients with covid19 check for heart
disease regularly during the disease process and after recovery in order to identify any threat to

the health of the cardiovascular system and eliminate it as soon as possible.

Key words: Covid 19, Heart failure, Death
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