胸腔內科病例暨期刊討論會
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胸腔內科病例暨期刊討論會是一個涵蓋臺南地區各醫院胸腔內外科的討論會，與會人員包括臺南地區各大醫院胸腔內外科主任及主治醫師、住院醫師及實習醫師。

討論的病例乃跨及各科，但仍以胸腔內外科的病人為主，由胸腔科主治醫師帶領總醫師或是臨床照護醫師選定主題，藉由期刊討論及分析，而後再由胸腔科主治醫師分享臨床照護經驗，讓總醫師及住院醫師可以將文獻、照護指引與臨床做結合、比較，期望藉此大家能將更將臨床變化及期刊內容做結合。
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Management of Progressive
Fibrosing Interstitial Lung Diseases
(PF-ILD)

Cara . Copeland and Lisa . Lancaster

Progressie fixosing intersial king diseases (PF-ILD) consit of a dverse group of
Intesita lung cseases (LD) characterized by a siar cirica phenoiype of acoserated
respiratory falure, frequent disease exacerbaton and carer morally. Regardess
of undering discase process, PF-LD progressos hvough smiar mecharisms of
Sef.sustained dysreguiated cel repai, fbrcbiast proferation and alveokr csiunction
that can bo therapeuticaly targeted. AUEXOIC herapy with nintodanb or pirfenidone
Slow kg function deciie and ae the backbona of eaiment for IPF wih an expanded
Indication of PF-LD for intodanib. Imimunosuppression i utkzad for some sublypes of
PF-LLD, inclucing comectiv tisue iseasa LD and hypersensiiity preumoniss. inhaled
reprostiil i a novel therapy that mproues exercio toerance i indicuals wit PF-LD
and concomitant Worid Heatth Orgarization (WHO) group 3 pumanary hypertansion
Lung transpiantaton s he ol uratve therapy and can be considered inan approprite
andterested pationt. Supportive care, cxygen herapy when approprate, and treament
of comortia conditons e important aspects of PF-LD management. This rovow
summarizes the curent data and recommendatins for management of PF-LD.

OPEN ACCESS

o INTRODUCTION

lopatic plmonary Gbross (IP) i the archetypa progressive Sbroie intrstital lng dise
(LD characteized by accelested respirstory fllur, feguent dissse exscbaton and exier
mortlty (1, 2). Despie enerally betier outcomes with non-PF vt 11D, some inddusls
develop s progresive phenotype smilr o PF (4. Tis progresive Hbroing ntrsttiallng
scase (PRILD) phenatype i seen with connecie tisue dsese e, heumatoid aribrts,
Sleroderna, dermatomyostiplymyosit) ssocted LD (CTD-ILD), ot ypersnsity
eumonits (HP),pneumoconioses (.. sbestotsslcos), scoidoss, opathic o specc
{nterstiial pocusmonia (NSIP). and uncasfisle LD (5,5 ). Rk fctors for progression ncude
akder sge, male sex. lower baseline pimonary funton, and radographic honeycombing o
il intersttial prcumonia (UIP) patern of jury (7 ). Regardiess of disese triger PFILD
progesss through mechanisn o elf-sustained dseegulstd cll e, Sbeobst prolferstion
i aheolrdysuncton hat cabe ageted ity -6, Th review summariesou creent
\undersanding of pharmacologicand non- harmscologic restnent opionsfor P-LLD.





