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The purpose of this editorial is to raise awareness of the
care of cystic fibrosis (CF) patients in Iran. The outlook
for patients diagnosed with cystic fibrosis internation-
ally has improved substantially in the past 30 years, but
the same does not hold true for a child born with cystic
fibrosis in Iran.

Numerous therapies such as antibiotics (1, 2), anti-in-
flammatory agents (3), mucolytics (4, 5), airway (6) and
mucous (7) clearance, nutritional support (8), and cystic
fibrosis transmembrane conductance regulator (CFIR)
potentiators (9) have proven effective in select CF pa-
tients, and allowed the United States, Australia and Eu-
rope to make great strides in the treatment of CF. Other
therapeutic approaches such as gene therapy have dealt
with more difficulty than originally anticipated (10).

The barriers to accessing quality health care for CF pa-
tients in Iran are multifaceted including access to medi-
cation, implementation of recognized CF standard ad-
opted guidelines by providers, and lack of early diagnosis
(1), management and treatments of such patients across
the country. These difficulties were compounded by lack
of pediatric Pulmonology subspecialty until 2010 that
would have been an advocate for this disease.

Throughout the world there are intensive efforts to find
cure for patients with CF in the near future. CF patients
in Iran can leap forward past decades of stagnation in
their disease management and make the dream of cure
into reality. This can be achieved through a systematic
team approach with the goal of improving the life of CF
patients and their families. This team effort can be initi-
ated by education about the disease and training of team
members to manage CF until a cure is found for all.

Cystic fibrosis is a systemic autosomal recessive herita-
ble disorder. A defective gene on chromosome 7 produces
a defective protein (CFTR) that results in decreased chlo-
ride secretion and hyperabsorption of sodium. This pro-
duces dehydrated mucous within the airway and thick
secretions in the pancreatic ducts leading to pathogenic
colonization and chronic infection in the respiratory
tract and destruction of pancreatic ducts. Thereby, pro-
ducing the clinical symptoms of cough, chronic respira-
tory symptoms and infection, recurrent exacerbations,
malnutrition and failure to thrive.

Infection control measures (12) should be one of the
early educational and quality improvement measures in
the clinics and hospitals. Iran has improved substantially
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from a few years ago when CF patients were cohorted next
to each other regardless of their age or bacterial coloniza-
tion in their sputum cultures. Strict hand-hygiene mea-
sures should be implemented for health care providers.
CF patients should be in a single room as inpatients away
from other CF patients or those with viral infections.

CF patients should be educated on proper nutritional
health (13). Pancreatic enzymes should be administered
at the time of ingestion of food to improve absorption of
fat and protein. Their administration should not be on a
time schedule irrespective of dietary intake. Maintaining
nutritional health improves lung function (14) and reduc-
es the rate of infection and respiratory exacerbations (15).

Low socioeconomic status has been associated with
worse health outcomes and increased mortality in CF
(16, 17). Iranian CF patients may suffer both from finan-
cial constraints as well as shortage of medications that
are not available due to the prevailing politico-economic
constraints in the country.

One important step is establishment of Iranian CF regis-
try to keep track of quality of care across the country. This
editorial can serve as the first of many steps to recognize the
need to establish nationalized guidelines for early diagno-
sis, management and treatment of cystic fibrosis in Iran.
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