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Abstract: 

Idiopathic pulmonary fibrosis (IPF) is a chronic fibrosis lung disease limited to the lungs and associated with the histologic 

appearance of usual interstitial pneumonia (UIP) on surgical lung biopsy.Idiopathic pulmonary fibrosis (IPF) is an 

interstitial lung disease characterised by chronic,progressive scarring of the lungs and the pathological hallmark of usual 

interstitial pneumonia. Current paradigms suggest alveolar epithelial cell damage is a key initiating factor. Globally, 

incidence of the disease is rising, with associated high morbidity, mortality, and economic healthcare burden. Diagnosis 

relies on a multidisciplinary team approach with exclusion of other causes of interstitial lung disease.Pulmonary fibrosis 

occurs in a variety of clinical settings, constitutes a major cause of morbidity and mortality, and represents an enormous 

unmet medical need. However, the disease is heterogeneous, and the failure to accurately discern between forms of fibro 

sing lung diseases leads to inaccurate treatments. Pulmonary fibrosis occurring in the context of connective tissue diseases 

is often characterized by a distinct pattern of tissue pathology and may be amenable to immunosuppressive therapies. 
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Introduction: 

The Poisoning is a common cause of accidental death and injury in India, accounting for 1, 61,819 deaths between the 2011 and 

2015. Drugs of abuse include 9 classes of substances alcohol, opioids, cannabinoids, sedative-hypnotics, cocaine, and stimulants 

consisting of caffeine, hallucinogens, tobacco, and risky solvents. [1] The source of medication poisoning varies by region and 

country, which reflect the prescribing practice and the supply of medication in the population. [2]Pulmonary fibrosis is a chronic 

fibro sing lung disease limited to the lungs and associated with the histological appearance of usual interstitial pneumonia. [3] 

Connective tissue diseases such as rheumatoid arthritis and systemic sclerosis (scleroderma) generally are accompanied by 

pulmonary fibrosis, and the analysis can often be established with reasonable confidence. [4] The path physiological basis of IPF 

has been the subject of much debate over the last few decades. [5] Symptoms embrace shortness of breath, a dry cough, feeling 

tired, weight loss, and nail symptom. Complications could embrace respiratory organ hypertension; metabolic process failure. [6] 

Autophagic death differs from apoptotic cell-death; the previous doesn't involve turtle activation None the less, the 2 processes 

will exist. [7] This text can describe the progressive nature of IPF and also the utility of anti fibrotic therapies, with a spotlight on 
the importance of early treatment. [8]The presence of a usual respiratory disease pattern on high-resolution X-raying in patients 

not subjected to, and specific combos of HRCT and SLB patterns in patients subjected to SLB. [9] The causes of IPF stay 

unknown, though it's thought to result from a mixture of genetic and environmental factors. [10]Respiratory organ pathology 

comprise a large array of respiratory organ diseases that are usually confusing to internal medicine and respiratory organ 

physicians alike. [11]Careful clinical investigation aims to move from these inexact terms to the diagnosing of a particular illness. 

[12] Risk factors for progression embody older age, male sex, lower baseline respiratory organ operate, and picture taking 

honeycombing or usual respiratory disorder (UIP) pattern of injury. [13] 

 

Pulmonary fibrosis: 

Pulmonary fibrosis is a pathologic process associated with scarring of the lung interstitial. Interstitial lung diseases (ILDs) 

encompass a large and heterogeneous group of disorders, a number of which are characterized by progressive pulmonary fibrosis 
that leads to respiratory failure and death. [14] The Pulmonary fibrosis is a group of chronic, irreversible, and fatal interstitial lung 

diseases that occur mostly in middle- aged and elderly people. [15]Unfortunately, the pathogenesis of pulmonary fibrosis is still 

poorly under-stood and there are no effective therapeutic drugs [16].The for most common class of pulmonary fibrosis is disorder 

idiopathic pulmonary fibrosis (IPF). The median survival for IPF is only 2 year to 4 years. [17] 
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Figure 1: Pathogenesis of pulmonary fibrosis. [18] 

 

The function for proinflammatory mediators in PF (pulmonary fibrosis) 
Usual respiratory disorder (UIP) is that the classic pathologic description of IPF. UIP is characterized by areas of traditional 

respiratory organ intermixed with varied staged destruction of the opening house. This temporal heterogeneousness with 

fibroblastic foci is that the hallmark. Note that this description doesn't embrace nor need the presence of associate degree 

inflammatory cellular infiltrate [19]Nonspecific respiratory disorder has additional pathologic inflammation and, once seen in 

diagnostic assay samples, will have an effect on prognosis. [20]TNF can inhibit collagen synthesis in my fibroblasts, TNF 

antagonists might have the undesired effect of worsening the disease. [21] 

 
Figure 2. Proinflammatory and profibrotic mediators in the initiation and maintenance of fibrosis. [22] 

 

Mechanism of pulmonary fibrosis: 

IPF, and such treatment choices are not t to any extent further inspired as a remedy intervention for IPF. [23] Formative cell 

populations are liable for providing structure to organs, thus is so a vital a part of the repair method following harm. [24] Though 

long related to progressive respiratory organ pathology. [25]Pulmonary pathology could be a respiratory organ unwellness that's 

refractory to treatment and carries a high fatality rate. [26]Several mechanisms are incontestable to play a task within the 

pathology insurrection and progression; nonetheless, the trail physiology of fibrotic processes continues to be incompletely 
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outlined. [27] Respiratory organ my fibroblasts will originate from completely different sources and their fate is necrobiosis 

permitting the termination of the healing method. [28] 

 
Figure: 3 Schematic diagram representing three broad mechanisms (inflammation, oxidative stress, and coagulation disturbances) 

that alone or in combination may be responsible for alterations in mesenchymal cells, epithelial cells, and extracellular matrix that 

result in pulmonary fibrosis following lung injury. [29] 

 

Pathogenesis of pulmonary fibrosis: 

Understanding the etiology of pulmonary fibrosis will give long symptomatic relief and attainable reversal of the disease. To the 

present finish, there are units presently many well-known risk factors related to pulmonary fibrosis that may be delineate below. 

[6] CF patients area unit liable to progressive pulmonary harm, sub membrane inflammation, and redoubled condition to 

microorganism infection. [30]This hypothesis for IPF pathological process and path physiology suggests that continual vegetative 

cell harm initiates and induces a deregulated repair response, and excessive accumulation of extracellular matrix secreted by my 
fibroblasts ends up pulmonary fibrosis. [31]These disorders seem to own variety of infective processes in common, that cause 

similar clinical and pathological options [32].It should be noted, however, that pulmonary fibrosis may occur within the absence 

of a clear-cut inciting agent and while not a clinically obvious initial acute inflammatory part. This can be called disorder IPF or 

cryptogenic fibrosis alveolitis. [33] 

http://www.ijsdr.org/


ISSN: 2455-2631                                    November 2022 IJSDR | Volume 7 Issue 11 
 

IJSDR2211048 www.ijsdr.orgInternational Journal of Scientific Development and Research (IJSDR)  303 

 

 
Table 1, Established and putative an etiological factors for pulmonary fibrosis. [34] 

 

Clinical and pathological feature of pulmonary fibrosis: 

The term ‘‘pulmonary fibrosis is employed clinically to explain many styles of diffuse opening respiratory organ diseases 

classified as disorder opening pneumonias  with a typical hallmark of fibrosis.[35] Median survival from time of identification has 

been reportable as a pair of.5 to 3.5 years, with most patients dying from sickness progression to metabolism insufficiency. 

Ensuing studies have disclosed that there are often a variable clinical course, starting from subclinical and slowly progressive 

sickness to speedy acute decomposition and death. [36] 

 

Classification pulmonary fibrosis:    

The pulmonary fibrosis is the classify as follow: [37] 

 
Therapies: 

Antifibrotic therapy: 

Pirfenidone and nintedanib are anti fibrotic medicine that, despite having differing modes of action, are equally effective in 
attenuating the speed of respiratory organ perform decline by regarding 50%. These therapies are wide thought-about to enhance 

lifetime, maybe by the maximum amount as 2 to 5 years. [38] 

 

Current cell therapy: 

Despite the very fact that MS medical aid has been utilized in the clinical for roughly 10 years, over 75% of studies are still in 

phase II clinical trial or earlier. Respiratory organ diseases account for twenty three of the 493 transplantation studies. [39] 

 

Immunosuppression therapy: 

All but two studies coverage over one patient used historical controls. Victimization such controls for controlled trials of latest 

interventions, instead of controls treated in parallel, is related to inflation of proof for profit. These studies thus can't be thought-

about to supply sensible proof of profit or damage from immunological disorder. [40] 
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Lung Transplantation therapy: 

Patients listed for respiratory organ transplantation are typically accepted as being those for whom no different treatment choice is 

out there, UN agency has a bigger than 50% probability of death among 2 years while not transplantation, and a projected surgical 

survival of a minimum of 5 years.[41] 

 
Table 2. Indications and contraindications of lung transplant. [42] 

Mechanical bridges to lung transplant: 
ECLS recommended: 

 Young age; 

 Absence of multiple-organ dysfunction; 

 Smart potential for rehabilitation. 

ECLS not recommended: 

 Septic shock; 

 Multi-organ dysfunction; 
 Severe blood vessel occlusive disease; 

 Heparin-induced thrombocytopenia; 

 Previous prolonged mechanical ventilation; 

 Advanced age; 

 Obesity. 

“Bridge to respiratory organ transplantation” refers to ways to manage with artificial support the acutely decompensating patient 

till an appropriate organ is accessible. [43] 

 

Prevalence: 

Incidence by Age and Sex: 

Among the on 1,211 persons meeting the broad definition of IPF, 295 had fresh diagnosed sickness in CY2000. Among the 387 

persons meeting the slender case definition, the corresponding figure was 120. supported the broad case definition, the annual 
incidence of IPF was calculable to vary from on1.2 per 100,000 persons aged eighteen to thirty four year to 76.4 per 100,000 

among those aged seventy five year or older.[44] men (1•5 to 1•7:1) than in ladies and also the frequency will increase with 

age.[45] 
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Incidence in United State: 

In the USA, the prevalence of IPF varied looking on the population studied and also the case definition wont to establish IPF 

patients: from 14 to 27.9 cases per 100,000 of the final population victimization slender case definitions and from 42.7 to sixty 

three cases per 100,000 populations victimization broad case definitions. [45] The fatality rate of IPF patients has been reported to 

be as high as 13.36 per 100000 (age-standardized rate in Northern Ireland). Most of the deaths among patients with IPF are 
because of metabolism failure. [47] 

 

Risk factors: 

Male sex: 

Across the globe, IPF (Idiopathic pulmonary fibrosis) is additional rife in men, World Health Organization account for about 70% 

of all cases globally, supported information derived from national registries and international trials of IPF. [48] Sex hormones are 

hypothesized joined principle for the sex distinction, particularly within the bleomycin mouse model of respiratory organ 

pathology. This animal model of respiratory organ pathology demonstrates an analogous sexual dimorphism as ascertained in 

humans with male mice being additional at risk of sickness. [49] Animal models counsel that male sex hormones area unit related 

to accelerated pathology, [50] whereas feminine sex hormones is also protecting against pulmonary fibrosis. [51] 

 

Genetics: 
Studies of familial clump of respiratory organ pathology provided the primary clue toward a genetic condition to IPF. [52] 

equally, whereas the TOLLIP minor citron is protecting against the event of IPF, it's related to worse survival in established 

IPF.[53] whereas the minor citron of MUC5B has been postulated to account for about half-hour of the danger for developing 

IPF, it's additionally related to higher survival than the wild-type genotype in established IPF.[54] 

 

Aging: 

IPF patients relative to controls are reported even in those IPF patients while not mutations within the enzyme genes. on the far 

side abnormal end shortening, the molecular basis underlying the condition of the ageing lung to a deregulated response to lung 

small injury includes a ageing constitution in IPF lung fibroblasts that alters the magnitude relation of proliferation to 

programmed cell death. [55] As IPF is most typically diagnosed within the aged, senescence on each the organism and cellular 

levels are a unit of connection. Population studies have incontestable associate degree multiplied incidence and prevalence of IPF 
with older age, [56] 

 

Diabetes Mellitus: 

In a systematic review, Klein, et al known seven cross-sectional studies between 1975 associate degreed 2009 that reported an 

association between DM and indices of restriction (forced diagnostic test, FVC and diffusion capability of the respiratory organ 

for monoxide, DLCO) on pulmonary function testing. [57] the most theory concerning the mechanism by that DM is also a risk 

issue for IPF relates to hyperglycemia-mediated production of advanced glycosylation finish merchandise resulting in aerophilous 

injury and sequent over expression of pro-fibrotic cytokines, formative cell proliferation, and extracellular matrix deposition. [58] 

 

Cigarette Smoke: 

A history of smoke, whether or not current or former is over represented in IPF, with prevalence starting from 41–83%. [59] A 

study of families with IPF additionally found that a history of smoking cigarettes was related to the event of familial respiratory 
disease. [60] Smoke exposure encompasses a myriad of effects within the respiratory organ that area unit related to the event of 

IPF. Alveolar epithelial cells exposed to smoke in vitro over specific genes related to epithelial-to-mesenchymal transition and 

acquire a fibroblast-like constitution. [61] 

 

Environmental Exposures: 

Certain activity and environmental exposures have additionally been related to IPF. During a meta-analysis of six case-control 

studies, wood dust, metal dust, stone/sand, agricultural/farming, and ethereal were all considerably additional probably in IPF 

cases versus controls. Analysis of autopsy results from the UK and Japan has reported higher odds of death from IPF among 

metal employees. One study in Northern Italy has steered associate degree multiplied risk of incident IPF in association with 

pollution, though the findings failed to come through applied mathematics significance. [62] 

 

Conclusion: 

Study of families with IPF additionally found that a history of smoking cigarettes was related to the event of familial respiratory 

disease. Smoke exposure encompasses a myriad of effects within the respiratory organ that area unit related to the event of IPF. 

Certain activity and environmental exposures have additionally been related to IPF. During a meta-analysis of six case-control 

studies, wood dust, metal dust, stone/sand, agricultural/farming, and ethereal were all considerably additional probably. 

Therapeutic strategies must target specific aberrant pathways during the natural history of the pathogenesis of pulmonary fibrosis. 

Only when these issues are in place will we be able to improve the prognosis of disorders associated with progressive pulmonary 

fibrosis. 
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