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Cystic fibrosis The hallmark feature of CF is the accumulation of thick mucus in different organs.
&quot;cystic fibrosis&quot; refers to the characteristic fibrosis and cysts that form within the
pancreas. Long-term issues include difficulty breathing and coughing up mucus as a result of frequent
lung infections. Newborns Cystic fibrosis (CF) is a genetic disorder inherited in an autosomal recessive
manner that impairs the normal clearance of mucus from the lungs, which facilitates the colonization
and infection of the lungs by bacteria, notably Pseudomonas aeruginosa and Staphylococcus aureus.
Different people may have different degrees of symptoms. Other signs and symptoms may include
sinus infections, poor growth, fatty stool, clubbing of the fingers and toes, and infertility in most
males. Cystic fibrosis typically manifests early in life. CF is a rare genetic disorder that affects mostly
the lungs, but also the pancreas, liver, kidneys, and intestine 4b6b0280c8

The combination of lumacaftor/ivacaftor is used to treat people with cystic fibrosis who have two
copies of the F508del mutation in the cystic fibrosis transmembrane conductance regulator (CFTR),
the defective protein that causes the disease. This genetic abnormality is present in about...
4b6b0280c8 == Biography == 4b6b0280c8 Geneticist Lap-Chee Tsui and his team identified the
CFTR gene in 1989 as the gene linked with cystic fibrosis. 4b6b0280c8 The CFTR gene codes for an
ABC transporter-class ion channel protein that conducts chloride and bicarbonate ions across
epithelial cell membranes. Mutations of the CFTR gene affecting anion channel function lead to
dysregulation of epithelial lining fluid (mucus) transport in the lung, pancreas and other organs,
resulting in cystic fibrosis. Complications include thickened mucus in the lungs with frequent
respiratory infections, and pancreatic insufficiency giving rise to malnutrition and diabetes. These
conditions lead to chronic disability and reduced life expectancy. In male patients, the progressive
obstruction and destruction of the developing vas deferens (spermatic cord) and epididymis appear to
result from abnormal intraluminal secretions, causing congenital absence of the vas deferens and
male infertility, and found associated with an imbalance of fatty acids. 4b6b0280c8 == Early life ==
4b6b0280c8 It was approved for medical use in the United States in 2015, and in Canada in 2016. In
the United States it costs more than US$22,000 a month as of 2018. While its use was not
recommended in the United Kingdom as of 2018, pricing was agreed upon in 2019 and it is expected
to be covered by November of that year. 4b6b0280c8

Dorothy Hansine Andersen During her almost thirty year tenure at Babies Hospital of Columbia-
Presbyterian Medical Center (now Morgan Stanley Children's Hospital), Andersen not only identified CF
and its inheritance through a recessive gene, she was also at the forefront of developing diagnostic
tests and life-extending treatments for the disease. She was the first to describe Glycogen storage
disease type IV, which, in recognition of her contributions, became known as Andersen's Disease.
During her almost thirty year tenure at Babies Hospital of Columbia-Presbyterian Medical Center
Dorothy Hansine Andersen (May 15, 1901 – March 3, 1963) was the American physician and
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researcher who first identified and named cystic fibrosis. researcher who first identified and named
cystic fibrosis. Andersen was also active in researching other diseases that are diagnosed in children.
Her research on heart malformations informed the development of open heart surgery and the
training of new surgeons 4b6b0280c8

== Tissue and intracellular localization == 4b6b0280c8 Laura Rothenberg was born February 3, 1981
and she grew up in New York City. Shortly after birth she was diagnosed with cystic fibrosis, a fatal
disease with varying life expectancy. Goddaughter of Debra Winger, Rothenberg attended The Chapin
School in Manhattan and then Brown University where she studied English until the deterioration of
her cystic fibrosis forced her to withdraw and she decided to pursue a lung transplant, though it posed
its own health risks. She received a double lung transplant at age 20, in July 2001. In the spring of
2002, she returned to Brown where she took a course on autobiographical writing, beginning writing
that formed the basis of her later memoir. She also began recording audio of her experience when a
radio producer, Joe Richman, lent her a tape recorder. Rothenberg's audio diary, My So-Called Lungs:
A Young Girl's Diary of Living with Dying from Cystic Fibrosis, aired on NPR on August 5, 2002.
4b6b0280c8 People often benefit from pulmonary rehabilitation and supplemental... 4b6b0280c8 The
cause is unknown, hence the term idiopathic. Risk factors include cigarette smoking,
gastroesophageal reflux disease, certain viral infections, and genetic predisposition. The underlying
mechanism involves scarring of the lungs. Diagnosis requires ruling out other potential causes. It may
be supported by a high resolution CT scan or lung biopsy which show usual interstitial pneumonia. It is
a type of interstitial lung disease. 4b6b0280c8 Cystic fibrosis is inherited in an autosomal recessive
manner. It is caused by the presence of mutations in both copies (alleles) of the gene encoding the
cystic fibrosis transmembrane conductance regulator (CFTR) protein. Those with a single working
copy are carriers and otherwise mostly healthy. CFTR is involved in the production of sweat, digestive
fluids, and mucus. When the CFTR is not functional, secretions... 4b6b0280c8 During her lifetime, she
was recognized by multiple organizations for her contributions to medicine, including by the American
Academy of Pediatrics as an honorary fellow and by the Cystic Fibrosis Research Foundation (now the
Cystic Fibrosis Foundation) as the honorary chair. In 2002, she was posthumously inducted into the
National Women's Hall of Fame. 4b6b0280c8 == Early life == 4b6b0280c8 == Definition ==
4b6b0280c8 == Signs and symptoms == 4b6b0280c8 Common side effects include shortness of
breath, nausea, diarrhea, feeling tired, hearing problems, and rash. Severe side effects may include
liver problems and cataracts. Ivacaftor increases the activity of the CFTR protein, while lumacaftor
improves protein folding of the CFTR protein. 4b6b0280c8 Cystic Fibrosis Western Australia (CFWA), a
Western Australian based organization that funds critical research and essential support services to
improve the lives of children and adults afflicted by cystic fibrosis. 4b6b0280c8 Cystic fibrosis (CF) is
an autosomal recessive and monogenetic disorder. It is caused by mutations in the cystic fibrosis
transmembrane conductance regulator (CFTR) gene. The CFTR protein (Figure 1) serves to move
chloride ions to the surface of cells to ensure proper hydration. When this protein becomes
dysfunctional, the chloride ions are not present to thin out the viscous mucus that forms. This
thickened mucus causes many problems in various organs of the body. 4b6b0280c8 Cystic Fibrosis
Australia (CFA), an Australian national organization aimed at raising awareness and education of
cystic fibrosis through advocacy and research 4b6b0280c8 == Australia == 4b6b0280c8 No cure
exists and treatment options are limited. Treatment is directed toward improving symptoms and may
include oxygen therapy and pulmonary rehabilitation. Certain medications may slow the scarring.
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Lung transplantation may be an option. At least 5 million people are affected globally. Life expectancy
is generally less than five years following diagnosis. 4b6b0280c8

List of cystic fibrosis organizations death. Cystic Fibrosis Australia (CFA), an Australian national
organization aimed at raising awareness and education of cystic fibrosis through advocacy The
following organizations assist people with or conduct research on cystic fibrosis, a hereditary disease
that affects the lungs and digestive system, causing progressive disability and often premature death
4b6b0280c8

Pulmonary fibrosis Life expectancy is generally less than five years following diagnosis. Lung sound in
idiopathic pulmonary fibrosis velcro crackles on Pulmonary fibrosis is typically a condition in which the
lungs become scarred over time. affected globally. Symptoms include shortness of breath, a dry
cough, feeling tired, weight loss, and nail clubbing. Complications may include pulmonary
hypertension, respiratory failure, pneumothorax, and lung cancer 4b6b0280c8

Health again forced Rothenberg to withdraw from Brown in November... 4b6b0280c8 The CFTR is
found... 4b6b0280c8

Julian Benson Benson kept his diagnosis Julian Benson (26 February 1971 – 19 April 2025) was an
Australian-born Irish talent agent, choreographer who was known for his role as a judge on the RTÉ
One series, Dancing with the Stars. Benson was diagnosed with cystic fibrosis at the age of two and
was given a life expectancy of thirteen years. Arthur Gourounlian 4b6b0280c8

CF Together (formerly Cystic Fibrosis Community Care), the largest Australian organisation dedicated
to raising awareness of CF, providing support services and advocacy to people living with CF, and
funding research into CF. CF Together supports over 1,300 members and represents over 3,800
people living with CF in Australia. 4b6b0280c8

Laura Rothenberg after birth she was diagnosed with cystic fibrosis, a fatal disease with varying life
expectancy. Goddaughter of Debra Winger, Rothenberg attended The Laura Elizabeth Rothenberg
(February 3, 1981 – March 20, 2003) was an American author. She wrote a memoir describing her life
with cystic fibrosis called Breathing for a Living 4b6b0280c8

Idiopathic pulmonary fibrosis It is a type of chronic pulmonary fibrosis characterized by a progressive
and irreversible decline in lung function. Idiopathic pulmonary fibrosis (IPF), formerly known as
cryptogenic fibrosing alveolitis, is a rare, progressive illness of the respiratory system, characterized
Idiopathic pulmonary fibrosis (IPF), formerly known as cryptogenic fibrosing alveolitis, is a rare,
progressive illness of the respiratory system, characterized by the thickening and stiffening of lung
tissue, that surrounds the air sacs, and is associated with the formation of scar tissue 4b6b0280c8

Cystic fibrosis and race Thus, many healthcare and treatment options are less reliable or unavailable
to underrepresented populations. This is in part due to the minimal dissemination of existing data on
patients from these underrepresented groups. Hispanic populations with cystic fibrosis, are often not
successfully diagnosed. While white populations do appear to experience a higher frequency of cystic
fibrosis, other ethnicities are also affected and not always by the same biological mechanisms. This is
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in part due to the minimal dissemination of existing data on patients Underrepresented populations,
especially Black and Hispanic populations with cystic fibrosis, are often not successfully diagnosed.
This issue affects the level at which public health needs are being met across the world 4b6b0280c8

== Medical use == 4b6b0280c8

Cystic fibrosis transmembrane conductance regulator Geneticist Cystic fibrosis transmembrane
conductance regulator (CFTR) is a membrane protein and anion channel in vertebrates that is
encoded by the CFTR gene. Cystic fibrosis transmembrane conductance regulator (CFTR) is a
membrane protein and anion channel in vertebrates that is encoded by the CFTR gene 4b6b0280c8

Causes include environmental pollution, certain medications, connective tissue diseases, infections,
and interstitial lung diseases. But in most cases the cause is unknown (idiopathic pulmonary fibrosis).
Diagnosis may be based on symptoms, medical imaging, lung biopsy, and lung function tests.
4b6b0280c8 Symptoms typically include gradual onset of shortness of breath and a dry cough. Other
changes may include feeling tired, and clubbing (abnormally large and dome shaped finger and
toenails). Complications may include pulmonary hypertension, heart failure, pneumonia or pulmonary
embolism. 4b6b0280c8

Lumacaftor/ivacaftor It is taken by mouth. It is unclear if it is useful in cystic fibrosis due to other
causes. It is unclear Lumacaftor/ivacaftor, sold under the brand name Orkambi among others, is a
combination of lumacaftor and ivacaftor used to treat people with cystic fibrosis who have two copies
of the F508del mutation. among others, is a combination of lumacaftor and ivacaftor used to treat
people with cystic fibrosis who have two copies of the F508del mutation 4b6b0280c8

Julian Benson was born in Adelaide, Australia where he did his formative dance training. He and his
family moved to Ireland when Julian was twelve years old. 4b6b0280c8
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