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What is EB?

Epidermolysis Bullosa, or EB, is a
very rare genetic connective tissue
disorder that affects 1 child out of
every 20,000 births (that means
about 200 children a year are born
with EB). EB is actually a group of
disorders that share a prominent
manifestation of extremely fragile
skin that blisters and tears from
friction or trauma. Internal organs
and bodily systems can also be
seriously affected by EB. The list
of secondary complications can
be long and may require multiple
interventions from a range of medi-
cal specialists. As of today, there is
no cure or treatment. Daily wound
care, pain management and pro-
tective bandaging are the only op-
tions available.

The manifestations of EB, the
symptoms the person suffers from,
and the overall long term outcome
on quality of life run the gamut from
mild to devastatingly severe. This
is dependent on several factors in-
cluding the type and subtype of EB
and the inheritance pattern (auto-
somal dominant versus recessive).
There are many people who are
diagnosed with milder forms of EB,
which, while they can be extremely
difficult and painful to live with, are
not disfiguring or lethal. In these
forms of EB blistering of the skin
may be limited to the hands and feet
which may not result in any scarring
or loss of function. In more severe
forms there is generalized blistering
of the skin as well as injury to many
internal organs and bodily systems.
These more severe forms of EB re-
sult in disfigurement, disability and
early death, usually before the age
of 30. In fact, some forms of EB are
lethal in the first few months of life.

EB is caused by mutations in the DNA
code that make up genes. Genes are
responsible for making and express-
ing proteins. EB can result from one
genetic mutation in any one of the 18
genes that have been found to cause
the disorder. These mutations, or
errors in the genetic code, may not
allow the affected gene to produce
a specific protein, or it may result in
the incorrect formation of that protein.
Either way, the mutation does not
enable the affected protein to work
correctly thus resulting in extremely
fragile skin, and other manifestations
of EB like: anemia, cardiomyopathy,
syndactyly (fusion of the fingers and
toes), renal insufficiency, dysphagia
(difficulty swallowing), malnourish-
ment, cancer, constipation, osteopo-
rosis, muscular dystrophy and pyloric
atresia.

There are four types of genetically
inherited EB: Simplex, Dystrophic,
Junctional and Kindler. These four
major types of EB differ phenotypi-
cally (what physical manifestations
look like) and genotypically (the ge-
netic makeup) as well as by the area
of the skin where there is blistering,
otherwise known as “the site of ultra-
structural disruption or cleavage”.
There is also an autoimmune form of
the disorder called, EB Acquisita .

Children with EB are known as But-
terfly children because their skin is as
fragile as the wings of a butterfly.
There are about 30,000 people with
EB in the United States.

EB affects both genders and every
racial and ethnic background.

- See more at: http://www.debra.org/
whatiseb#sthash.ixdtxsdG.dpuf




Page 24-25:

Shortage of decreased donor kidneys has resulted in an increased rate of kidney transplantation from
living unrelated donors (LURDs(. However, there are concerns about short-term and long-term morbid-
ity of the donors.

Page 25-27:

Dialysis units are part of the organization of modern medical treatment and the center’s patients lives
with a chronic, debilitating and limiting disease has caused patients to use a device whose lives de-
pend on it and because of that they need to be in close relation with a group of Carers.

Page 27-28

MS disease and its types

What is MS?

Multiple sclerosis (MS), is a demyelinating disease in which the insulating covers of nerve cells in the
brain and spinal cord are damaged.

Etiology of disease :

While the cause is not clear, the underlying mechanism is thought to be either destruction by the im-
mune system or genetics.

Page: 29-30

What is dialysis?

The kidneys are responsible for filtering and indeed the Purification of waste materials in the blood.
Dialysis is a procedure that is replacing a lot of natural functions of kidneys. Dialysis will help the body
by doing disabled kidney’s functions.

Page: 31-32

Deficiencies related to Diabetes foot are due to two main causes including Peripheral nerve disorders
and decreased blood stream of tissues that are because of Diabetes.

Page: 33-34

Epidermolysis bullosa (EB) is a group of inherited connective tissue diseases that cause blisters in the
skin and mucosal membranes. It is a result of a defect in anchoring between the epidermis and dermis,
resulting in friction and skin fragility. Its severity ranges from mild to lethal.

Page: 35-37

The MIND diet was compared with the two other diets. People with high adherence to the DASH and
Mediterranean diets also had reductions in AD -- 39 percent with the DASH diet and 54 percent with
the Mediterranean diet -- but got negligible benefits from moderate adherence to either of the two other
diets.

Page: 38

Symptoms of MS: Some of the most common symptoms in the patient with MS are including:

Vision problems

Pain in different body parts

Fatigue

Weakness

numb

Body vibration

urinary incontinence

Cramp

Paralysis

Depression

Mood changes

Thought disorder

Difficulty in swallowing and speaking

Page: 39-40

Hemophilia is the most common hereditary bleeding disorders. There are 13 coagulation factors in hu-
man blood and lack of each one of these is cause of disorder and continued bleeding.

Page: 41-42

Regular physical activity is essential for transplant patients to get the physical and mental health, as
much as possible. Many studies have shown that physical activities within a few weeks after transplant
surgery have a significant role in improving cardiopulmonary function.

Page: 44

TIF has undertaken an important project for 2015-2016, which aims to promote and encourage the
increase in availability of affordable drugs that could be made more easily accessible to patients with
thalassaemia, wherever he/she may live, while concomitantly ensuring that the efficacy, safety, quality
and effectiveness of these ‘affordable’ (generic) drugs are not compromised, and in particular regard-
ing the iron chelators. In the context, of this ‘Generic Drugs’ Project, TIF is planning the organisation
of a closed round table meeting for experts from the Middle East and North Africa region. Please find
attached the final draft of the programme for your information.

Page: 45-46

The Dystrophic Epidermolysis Bullosa Research Association of America (DebRA), is the only national
non-profit dedicated to funding research and providing services and programs for those with
Epidermolysis Bullosa (EB) — The Worst Disease You've Never Heard Of. ™

DebRAis dedicated to finding a cure for EB, which affects 1 out of every 20,000 live births in the United
States

Page: 48

Undoubted, SHAHRIYAR has an extraordinary talent in the field of poetry that it is obvious in all of his
poems.

Thalassaemia
International
Federation



1 What you will read in this issue

oA

RSP

Page 3-4 :

The faith of servants will not complete unless they have 3 traits : deep understanding about
religion, moderate and balanced livelihood and patience in troubles.

Page 5-7 :

» Two memorandum is signed with Golestan Cancer Support Community and Golestan MS Help-
er Community, so from now on, this province’s patients can use these services.

» CFSD is trying to put Autism under its protective cover, therefore some initial steps have been
taken to establish a special school in association with ministry of education

« In recent months the establishment of EB HOUSE has been done , with the kindness of Ayatol-
lah Hashemi Rafsanjani. This charity foundation prepares ideal conditions for patient’s treatment.
» Ramadan Ceremony is performed in Hall IRIB International Conference Center with the pres-
ence of Donors, Artists and Beneficators.

Page 7-10:

» The situation of the city in terms of providing health care to special patients : there are 11 Dialy-
sis Treatment Center , 4 Thalassemia Treatment Center and 2 Hemophilia Treatment Center in
Ardabil and also, the province’s Blood Transfusion Center is located in Ardebil.

Page 10-11:

According to periodic visits of professionals from medical centers around the country and also
the request of them, in the first quarter of 1394, CFSD donates 29 Dialysis machine, 13 Three-
breakers, 3 one-breaker, 33 medical and hospital equipments and 3 welfare equipments to 11
provinces and 22 Medical Centers.

Page 11-13:

Shahrood Center

The Shahrood Center was established with efforts of CFFSD and assistance of helpers to To
provide specialty and subspecialty services to patients. This center is consis of following parts:
Chemotherapy Clinic

Thalassemia and hemophilia clinic

Dialysis Clinic

Laboratory

Drugstore

Pharmaceutical Information Center and Information Center

Page 13-15:

The introduction of Department of coordination and the provinces :

This department is consists of 3 part: Coordination Unit, provinces and social service

This department is responsible for check and reflection of the condition of drugs and treatments
in medical centers and also donation of equipment based on the needs of the center.

Page 16:

The Organ Donation part started its work from 1375 and now dozens of people have been rushed
to help his fellow man to give some parts of their Existence as a gift and bless the live to others.
Page 18-19:

Neurodegeneration with Brain Iron Accumulation is a group of rare, genetic neurological disor-
ders

The hallmark clinical manifestations of NBIA relate to the body’s muscle function and feature a
progressive movement disorder. Patients may be temporarily placed in terms of recovery and
suddenly become worse. The most common sign of disease is involuntary muscle cramping
called Dystonia.

Page 19-20:

Hereditary breast cancer does not mean that some of the genetic origins of the disease is he-
reditary, but indeed the variety of all cancers result from mutations in the gene that may occur
during a person’s life that called Sporadic.

Page 20-21:

For un clear reasons The prevalence of thalassemia gene in Iran among some relatives is sig-
nificant. In many parts of our country tribal marriage is very common. On average about 25% of
marriage are tribal.

Page 21-24:

Organ Transplant

Organ transplantation is classified into several types. This classification is based on who donates -
or accepts the transplant. |
The steps of organ transplant :

5- Transportation

6- Maintenance

7- Monitoring the organ

8- Surgery

9- Control transplant recipient

1- Fullest Efforts to preserve the life
2- Tests to ensure death

3- Satisfaction

4- Matching donor and recipient
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