Hipersensitivite Pnomonisi:
Olgu Sunumu

Dr Cengizhan Sezgi
Gaziantep Universitesi Goglis Hastaliklari AD



Hipersensitivite Pnomonisi (HP)

* Hipersensitivite Pnomonisi (HP): Duyarli bireylerde, organik veya kimyasal antijenlerin
inhalasyonu sonucu gelisen immunolojik yanit ve akcigerde parankimal degisikliklerle karakterize

bir sendrom.

» “Ekstrensek Allerjik Alveolit” ve “Asiri Duyarlilik Pnémonisi” (Klinik adlandirma)

» ERS/ATS 2025 klasifikasyonunda radyolojik/ patolojik patern “Bronsiolosentrik interstisyel

pnomoni’’

eFibrotik HP

eNon-fibrotik HP




Bakteri, mantar, hayvansal proteinler, bitki proteinleri, distk molekul agirlikhi kimyasallar ve metaller

tetikleyici faktorler( antijen)

Tani stirecinde detayli cevresel maruziyet sorgulamasi kritik 6nemde

Erken tani ve antijen eliminasyonunda hastaligin geri doniisimdi saglanabilir (prognoz agisindan

onemli)

Maruziyet oykisi cogu zaman yeterli olmaz. (Tetikleyici faktorin gizli olmasi, hastanin bunu hastalikla

iliskilendirmemesi..)




Interstitial pneumonia/ILD suspected on chest CT |

UIP NSIP BIP

DAD PPFE LIP

Major imaging considerations and common patterns#
« Craniocaudal distribution

- Lower predominance: UIP, NSIP, LIP

- Diffuse: BIP {can also be lower or upper), DAD

-Upper predominance: PPFE
« Axial distribution

- Peripheral: UIP, NSIF, PPFE

-Subpleural sparing: NSIP

-Di i i .BIP, LIP
» Features

-Honeycombing: UIP

- Consolidation: PPFE

- Cysts: LIP
-Ground-glass: DAD

- Septal thickening: DAD

N,

h 4

| Combined |

| Unclassifiable patterns |

h 4

Alveolar filling disorders

OP | RBIID | AMP | Rare AFPs"

Major imaging considerations and common patterns#
« Distribution
- Multifocal: OF, EP
- Focal: LP
- Diffuse: AMP, PAP
+ Density of abnormality
- Consolidation: OF, EP
- Fat: LP
- Ground-glass: AMP, PAP
+ Associated features
- Emphysema: AMP
- Septal thickening: PAP
- Aspiration, bronchial obstruction: LP

Multidisciplinary discussion to integrate imaging findings with clinical, molecular and pathological® findings

Y
Clinical diagnosis as per table 1 and supplementary table 51

Update of the international multidisciplinary classification of the interstitial pneumonias: an

ERS/ATS statement. Eur Respir J 2025; 66: 2500158 [DOI: 10.1183/13993003.00158-2025.



Olgu 1 (Nonfibrotik Hp)

® Anamnez
36 yasinda erkek
Sigara: 10 pak/yil icmis, 5 yil icmiyor
Meslek: Muhasebeci

Ozgecmis: Allerjik rinit var.

Aile oykusu: Babasi Ml den vefat etmis. Annesi astim hastasi.

Dizenliilac kullanimi: yok
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e Sikayetler
Oksiirik 8 aydir ara ara olur. Bogazdan ve derinden kaynaklanyor.
Nefes darligi son 6 aydir ve eforda artiyor
Balgam gtinde bir tatl kasigi kadar, seffaf ve yapiskan
Halsizlik ve yorgunluk sikayetleri 6 aydir var.

Bu sikayetler Pazar glini belirgin azaliyor

 Oykii
Hasta bu sikayetlerle 5 kez doktora gitmis.
Uc kez verilen antibiyotiklerden az fayda gérmds.

Astim ilaci ( Budesonid/formeterol) verilmis. Cok fayda etmemis.
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Fizik muayene
Ates: yok  SpO,: %95 (oda havasinda)

Solunum sistemi: Solunum sesleri azalmis. Ral, ronkus yok

Romatoljik hastalik bulgulari yok.
Laboratuvar
WBC:5430 Eozinofil:%1normal
ANA:negatif RF:negatif CCP: Negatif
Solunum fonksiyon testi
FVC: 3,79 1t (%76) FEV1: 3,41 1t(%73 )FEV1/FVC: %86 (Restriktif patern)
DLCO:5,12mmol/(min*kPa) (%63)













TABLE 2 Typical pathological, radiological and clinical features of major interstitial pneumonia patterns

Clinical features

Radiological features

Pathological features

Interstitial patterns
UIP

NSIP

Presentation: chronic onset with high likelihood of
progression and potential for rapid worsening and
acute exacerbation
Risk factors: more frequent in older males with a
smoking history, particularly for IPF
Presentation: chronic onset, but with variable risk
of progression. Potential for rapid worsening,
especially with concurrent organising pneumonia
Risk factors: more common in younger females,
often with a background of CTD

Subpleural and usually lower lung predominance. Fibrotic
changes including reticulation, peripheral traction
bronchiectasis, and honeycombing

Lower-lobe predominance, commaonly with subpleural
sparing. Ground-glass opacities, fine reticulation, and
traction bronchiectasis, without honeycombing

Dense fibrosis, typically including fibroblast foci, with a

predilection for subpleural and paraseptal

parenchyma; architectural distortion in the form of

honeycomb change juxtaposed with relatively
unaffected lung parenchyma
Cellular NSIP: cellular interstitial infiltrate of

lymphocytes causing thickening of alveolar walls with

no fibrosis or granulomas

Fibrotic NSIP: diffuse thickening of alveolar walls by

fibrosis with traction bronchiolectasis; no

bronchiolocentricity _honeycombing or granulomas

EIP

Presentation
MNon-fibrotic BIP: acute/subacute onset frequently
with respiratory and systemic symptoms
Fibrotic BIP: chronic onset but with variable risk
of progression. Potential for rapid worsening,
especially with ongoing exposure
Risk factors
Mo clear age or sex predilection. Positive exposure
history for HP-associated antigens

Non-fibrotic BIP: centrilobular ground-glass nodules,
mosaic_attenuation, and/or lobular air trapping

Fibrotic BIP: peribronchovascular ground-glass, traction
bronchiectasis, mosaic attenuation, lobular air trapping,
and three-density sign. Features can overlap with
non-fibrotic BIP

Non-fibrotic BIP: bronchiolocentric chronic

inflammation + non-necrotising granulomatous

inflammation

Fibrotic BIP: bronchiolocentric fibrosis often with

peribronchiolar metaplasia + bronchiolocentric
inflammation

DAD

Presentation: acute worsening with high
likelihood of residual fibrosis and potential for
ongoing progression
Risk factors: vary with underlying aetiology (e.g.

Patchy or diffuse ground-glass opacity that may progress
to fibrosis over time with significant traction
bronchiectasis, architectural distortion and honeycombing

Exudative phase: alveolar septa are thickened by
interstitial oedema, pneumocyte hyperplasia and

surface hyaline membranes
Organising phase: evolution into predominant

sepsis, aspiration, pneumonia, CTD-ILD) interstitial involvement by loose organising connective
tissue and exuberant proliferation of pneumocytes,
often with some atypia
Fibrotic phase: DAD can progress to interstitial fibrosis

with varying features

Update of the international multidisciplinary classification of the interstitial pneumonias: an ERS/ATS
statement. Eur Respir J 2025; 66: 2500158 [DOI: 10.1183/13993003.00158-2025
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c) Interstitial inflammation

R

Ground glass

o Air-trapping
Mosaic attenuation pattern Three-density pattern

Eur Respir Rev 2022; 31

: 210169 [DOI: 10.1183/16000617.0169-2021].



TABLE 1 Morphological patterns of interstitial and alveolar filling disorders and associated clinical-radiological-pathological diagnoses. Secondary

aetiologies are listed before primary/idiopathic aetiologies to emphasise the importance of excluding an underlying cause before considering a
diagnosis to be primary/idiopathic

Morphological patterns by Major clinical-radiological-pathological diagnoses
pathology and imaging Secondary Primary/idiopathic
Interstitial patterns

uiP Secondary UIP (e.g. CTD, HP, medications) IPF (idiopathic UIP)

MSIP Secondary NSIP (e.g. CTD >>> HP, medications) Idiopathic NSIP

BIP Secondary BIP (e.g. HP === CTD, aspiration, inhalational exposures, Idiopathic BIP (provisional diagnosis®)

medications)
DAD Secondary DAD (multiple causes) Idiopathic DAD (acute interstitial
prieumonia)
FFFE Secondary PPFE (e.g. IPF, CTD, HP, medications, radiation, transplant Idiopathic PPFE

(restrictive allograft syndrome, pulmonary infection (post-tuberculosis),
occupational)

LIP Secondary LIP (e.g. CTD, immune deficiency) Idiopathic LIP
Alveolar filling patterns
Organising pneumonia Secondary organising pneumonia (e.g. CTD, post-infectious, Cryptogenic organising pneumonia
medications, aspiration) (idiopathic organising pneumonia)
RB-ILD Secondary RB-ILD (e.g. smoking === CTD, medications, aspiration, Idiopathic RB-ILD
hereditary)
AMP* Secondary AMP (e.g. smoking === CTD, medications, aspiration, Idiopathic AMP
hereditary
Rare alveolar filling e.g. Acute and chronic eosinophilic pneumonia, pulmonary alveolar proteinosis, lipoid pneumonia
disorders (supplementary table 51)
Other
Combined pattern Multiple combinations (e.g. NSIP + organising pneumonia, UIP + PPFE)
Unclassifiable pattern Unclassifiable ILD (multiple undefined patterns)

Update of the international multidisciplinary classification of the interstitial pneumonias: an
ERS/ATS statement. Eur Respir J 2025; 66: 2500158 [DOI: 10.1183/13993003.00158-2025
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Bronsiolosentrik interstisyel pnémoni (BiP) paterni iliskili durumlar

Bag dokusu hastaligina bagh IAH--- hastalik yok

Aspirasyon---oykude yok

llaca bagli IAH--- diizenli ila¢ kullanimi yok

HP--- anlamli maruziyet bulunamadi
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* Toraks BT de sentrilobiiler buzlu cam paterni (sinirlari belirsiz)
* Ayirici tanida

» Enfeksiyonlar (( viral (CMV ..) pndmoniler , enfeksiyoz bronsiolit, PCP ..))--- uyumlu 6yki ve klinik yok (organ

nakli, immun slipresyon...gibi)

» RBILD ( Respiratuar bronsiolit) ----aktif sigara iciciligi yok

* Pulmoner 6dem ve hemorajinin erken dénemi----uyumlu klinik yok

e HP ---- anlaml maruziyet bulunamad..




Organic particulate matter
I. Microbes
Fungi'malds
Aspergillus spp.
Alfamaria altemata, Aureobasidium
EPP.
Botrytis cinerea
Cephalosponium spp.
Cladasporium spp.
Cryplococous spp.
Fusarium spp.
Graphium spp.
Mucar spp.
Panicilium spp.
Rhizopus spp.
Trchodemna spp.
Phytasa (enzyma from Aspagillus or
Trichadermna)

Yaasts
Candida spp.
Geotrichum canddum
Sacchaomyces carevisias
Sacchammonaspara windis
Sacchampolyspora rectivigua
Torulopsis glabrata
Trchosparon cuaneum

Edibla mushrooms
Mushrooms {shiitake, bunashimaji,
Plaurofus, Phdliota, Lyophyllum,
Agaricus)
Bacteria
Acinafobacter spp.
Bacillus spp.
Kiabsialla spp.
Noniuberculous mycobacferia
Phoma spp.
Psaudomonas spp.
Stenalmphomonas spp.
Siaphylococcus spp.
Stmplomyceas spp.
Tharmmoactinomycas spp.
Endotoxin from podl-water sprays and
fountains
Bacillus subdilis enzymeas {subtilisin)

Protozoa
Amosbas

Typical Sources

Contaminated plant matedal

Contaminat ed water

Contaminat ed houses {floodad)

Uphdlstered fumitura

Contaminated stucco

Contaminated raw materials in
food-processing industry

Ormganic wastes

Contaminated sawdust

Maldy wood

Aspargillus enzyma in baking agents

Contaminated domestic ventilation and
codling systems

Potted flowars, greanhouses

Mald on grapes

Contaminated wind instrumeants

Contaminated =oil

Paat

Contaminat ed misting fountains and
humidifiars

Maldy hay, compost, mushrooms

Contaminat ed swimming pools

Contaminated wind instruments

Human intestina, fingamails, and skin

Milk maold

Baker's yeast, brewear's yeast, wina yeasts

Contaminated houses

Dred grasses, leaves

Compost

Mushrooms

Mushrooms growing in indoor environmants

Contaminat ed water, whirpools
Contaminated machina fluid
Sewage treatment plants
Sawdust

Maist wood

Datargants

Biological cleaning agants
Washing powdars
Contaminated houses

Maldy plants

Contaminated wind instruments
Maldy shower curtains
Compast

Edible mushroom manuna
Contaminated soil

Maldy thatched roofs

Contaminat ed humidifiers and
air-conditioning systems

HP “Disease”

Famer's lung

Hurnidifiar lung

Malt workar's lung
Woodworker's lung
Indoor-air alveclitis (domestic HP)
Compost lung

Mushroom growar's lung
Malt workar's lung
Stucco workar's lung
Subarosis

Baker's lung

Waste sorter's lung
Sauna taker's lung

Wine grower's lung
Wind-instrumant alveolitis
Saquoiosis

Peaat workar's lung
Cheeasa washar's lung
Salami praducer's lung
Phytase alveolitis

Hurmidifiar lung

Famer's lung

Footcare alvedlitis
Candida alveolitis
Indoor-air alveclitis
Yeaast-powder alveaolitis
Thatchad-roof lung
Mushroom warkar's lung
Summer-typa HP
Wind-instrumant lung

Mushroom growar's lung

Machina operator's lung
Hurmidifiar lung
Waoodworker's lung
Dwetergent worker's alveolitis
Summer-typa HP
Famer's lung

Hot-tub lung

Whirdpool alveolitis
Wind-instrumant alveolitis
Indoor-air alveolitis
Steam-ron alveolitis
Mushroom growar's lung
Thatchad-roof disease
Bagassosis

Compast lung

Humidifiar lung

{Cantinued)

American Journal of Respiratory and Critical Care
Medicine Volume 202 Number 3 | August 1 2020
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Namatodes
Mamatodes

Mita
Acarus sio

Il. Protainsfanzymes

Animal protaeins
Animal fur dust
Avian droppings, serum, and feathars

Avian feathars

Bats

Camine {from Coccus cacti

Cow milk

Fish fead

Fich maal

Shell protain foyster, sea snail,
mussals)

Pig pancraas

Pituitary protains

Rat and desert mousa (gerbil) urina,
samum, palts

Silkworm protains

Waavils jcorn, whaat) Sitophilus spp.)

Plant proteins
Alginate
Argan cake

Catachin

Esparto dust

Grain flour (wheat, rye, ocats, maims)

Malt

Legurries (soy)

Paprika

Pyrathrum

Spinach

Tigar nut

Waood (cabrauva, cedar, mahogany,
pina, ramin, umbralla pina)

Inorganic particulate matter
|. Chamicals
Acid anhydndes |{pyromaliitic and
timallitic anhydrides)

Acrylate compounds jmathyl
methacrylat &)

Copper sulfata

Chioroethylena {trichlarathylang)

Dimeathyl phthalate and styrane
HFC-134a
Isocyanates ftoluena diisocyanata,
methylena diphamyl diisocyanata,
haxamathylena dilsocyanata, MIC,
MO, polyisocyanate)
Teatrachlorophthalic and
haxahy drophthalic acid
Sodium diazobanzena sulfate
Trighycidyl isocyanurata

Typical Sowrces

Contaminated humidifiers and
air-conditioning systams
Contaminated cheasa

Animal palts

Parakeats, cananes, budgerigars, pigeons,
pamots, chickan, tukeys, geasa, ducks,
wild birds, pheasants

Feathar bads, pillows, duvats

Contact with bats

Food and cosmatics

Cow milk

Daphria, maat, mosguito larvae

Animal faed

Oystar-shall powdar

Animal extracts
Pituitary powdar
Rats, gerbils

Dwest from silkworm larvaa and cocoon
Contaminated grain or flour

Seawead

Cosmetics, unsaturated fatty acids,
phytosteral

Grean-tea powdar

Esparto grass

Flour dust

Food-processing industry

Legumeas (soys) flour dust

Paprika dust

Plant-based insecticide

Spinach powdear

Harchata (drink)

Waod particles

Palyurathana foams, spray paints,
alastomers, gluas, adhasives, mattressas,
car parts, shoes, imitation leather, rubbeer
products, chipboards, elastic synthatic
fibars, alactrical insulations

Dental matadals, lacguer, resin, glues

Copper-sulfate Bordaaux mixtura

Degreasing agents, cleaning agents,
axtraction agents

Industrial sohvents, plasticizers

Coolant fluid in laser hair-ramoval devices

As in acid anhydrides

Hardaner for apoxy rasin

Laboratory reagant, chromatography
Palyaster powder {powdar paints)

HP “Disease™

Hurmidifier lung

Furriar's lung

Bird fanciar's diseasa, bird breeder's diseasa,

pigeon breedar's lung, chicken breader's
lung
Feather-duwet lung

Carmine alveolitis, dyer's lung

Hainar syndromsa

Fish-fead alveolitis

Fish-meal alveolitis

Shallfish alvediitis, oystar-shall HP,
maoliusk-shall HP

Fituitary snuff-taker's lung

Alveolitis due to rat and mouse proteins

Silkworm rearar's lung
Com (whaat)—waevil lung

Esparto lung, plasterar's lung
Flaur-dust alveclitis

Soya-dust alveolitis
Paprika spilitter's lung

Tigar-nut alveclitis
Waood fibar alvediitis

Acid anhydride alveolitis

Mathacrylate aheditis
Vineyard sprayer's lung
Chemical avadlitis

Hair-ramaovar lung
lsocyanate alveolitis

Acid anhydride alveclitis

Chamical avedlitis
Painter's lung

American Journal of Respiratory and Critical Care
Medicine Volume 202 Number 3 | August 1 2020



Tablo 1. Hipersensitivite pnimonisinin girildifii baz1 meslek gruplarn ve sorumlu antijenler.

Meslek grubu ve ugraslar

Sorumlu antijen

Tanm ve hayvanalk

Termofilik actinomycetes, Lichtheimia corymbifera, Sitophilus
granarius proteini, fitaz ve subtisilin enzimleri

Spa cahsanlan, nemlendirici ve sofuk buhar
maruziyetinde caisanlar

Mycobacterium avium complex, nontdberkiloz
nontuberculous mikobakteriler, Klebsiella oxytoca,
Termofilik actinomycetes, Alternaria alternata, Rhodotorula

Kus ve kitmes hayvanlarmm bakim

Serum ve tiy proteinleri

Veterinerlik, laboratuvar cahsanlan, ilag imalaty

Protein ve sekresyonlar, fare serum proteinleri, penisilin
ve sefalosporinler

Tahil ve un isleme ve yiklome

Sporobolomyces, Aspergillus fumigatus, Aspergillus davatus,
Sitophilus granarus mikroorganizmalar, bocek patojenleri

Kereste islems, ingaat, afac soyma, kajit ve duvar
imalat1

Alternaria alternata, cam proteini, kof kolonizasyonu

Plastik tretimi, boya, elektronik endustrisi, diger
kimyasallar

lzosiyanat, asit anhidritler, aerosolize veya gaz fazh orga-
nik kimyasallar

Tekstil cahsanlan (HP icin tam formlan icermeyebi-
lir)

Pamuk qrqr tozu, dogemelik kumas ve naylon kadife
(flock), ipek proteini

Acinetobacter, Ochrobactrum, Mycobacterium immunogenum

SEEL R (Metal igleme swvilan), kobalt, cinko, zivkonyum

Gubre tretimi Streptomyces albus, Termofilik actinomycetes

Deterjan tretimi Eacillus subtilis enzimleri

Taton ve malt tretimi Aspergillus spp.
Penicillium verrucosum, Penicillium camemberti, Pencillium
roqueforti (peynir), Cryptostroma corticale (gicek bithi),
Penicillium citreonigrum (yosun), Botrytis cinerea (garap),

Besin maddesi dretimi Paprika slicers (larmum biber), Shittaki, Bunashimeji, Pleu-
rotus, Pholiota, Shimeji, Agaricus (mantar), karmin enzimi,
yer bademi proteini, soya ve malt proteinleri , larmin
proteini

. Alginat (yosun) proteini, inci proteini, yumusalkcalar
Dieniz alt cahisamlar kabuk proteint
Dis protez yapim Akrilat bilegikleri, ¢inko, zirkonyum

ASYOD Glincel Goglis Hastaliklari Serisi 2019; 7 (2): 99-107
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Hastaya BAL yapildi
Makrofaj %50 Lenfosit %42
CD4/CD8 orani dustk

Hasta transbronsial biyopsi yapiimadi.




HP icin detayli sorgulamada calistigi muhasebe blrosunda yan odada muhabbet kusu oldugu

ogrenildi. ( Bu is yerinde son bir yildir calisiyor)
Hasta calismadigi Pazar glinleri klinik olarak daha rahat.
Muhabbet kusunu, durumu ile iliskilendirmemis.

Israrla maruziyet oykisiu sorulmali




HP tani yaklasimi

1. Maruziyetin (Antijenin) tanimlanmasi
2. HRCT’de tipik HP paterni

3. BAL da lenfositoz

4. Multidisipliner degerlendirme(MDD)
5. Histopatolojik tani

( Gerekirse tekrar MDD)




Inciting Antigen Exposure!

Clinical

Context Identified < Indeterminate Unidentified

HRCT Confidence HRCT Confidence HRCT Confidence

Chest
Imaging Typical-HP Compatible-or Indeterminate-HP Typical-or compatible-HP Indeterminate-HP Typical-HP Compatible-or Indeterminate-HP

No Yes No No

1 | AN L \ A ¥
R T e | o

Ll
—>[ Lung Histology Confidence ‘:-:

(i approprate) [ Typical-HP ][W Indeterminate-HP mmmj

Diagnostic confidence*

HP = 90%

High confidence ~ 70-89%
Not HP Low confidence ~ 51-69%°

Unlikely ~ = 50%

Figure 1 — Algorithm for the diagnosis of fibrotic and nonfibrotic hypersensitivity pneumonitis. *The diagnostic confidences are not intended to

A

Chest.2021 Aug;160(2):e97-e156. doi: 10.1016/j.chest.2021.03.066.
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Olgu 1- HP tani yaklasimi

1. Maruziyetin tanimlanmasi--- antijen tanimlandi

2. HRCT’de tipik HP paterni ----- var. Fibrozis bulgusu yok ( Retikilasyon yok.

Traksiyon bronsektazi yok. Bal petegi yok)

3. BAL da lenfositoz--- var.

4. Histopatolojik tani ---yok

Non-fibrotik HP
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e Hastanin antijen maruziyeti sonlandirildi. ( Muhabbet kusu isyerinden gonderildi)

* Nefes darhgi belirgin oldugu ve DLCO dusuk oldugu icin kortizon ( prednizolon )

0.5 mg/kg baslandi, azaltilarak 1,5 ay sonunda kesildi.
* iki ay sonra cekilen YCBT de akcigerin normal oldugu gorildd.

e SFT ve DLCO normal sinirlara dondu.




Olgu 2 ( Fibrotik HP)

Anamnez
57 yasinda kadin
Sigara: Hic sigara icmemis
Meslek: Emekli 6gretmen

Ozgecmis: Hipertansiyon, lomber bdlgeye platin takilmis

Aile 6ykisii: Ozellik yok

Kullandigi ilaclar: ACE inh ve dilretik




Olgu 2 ( Fibrotik HP)

* Sikayetler  Oykii

e 10 aydir progresif dispne (MMRC :2) Hasta bu sikayetlerle defalarca doktora gitmis.

* Egzersiz intoleransi Basta astim tanisi almis.

o ki yildir kuru 6ksiriik var. Balgam cikartmiyor. Daha sonra romatizma akcigeri tutmus olabilir

Agizda kuruma var. denmis . Ancak net bir tani sdylenmemis.

* Kilo kaybi var(6 kg / 6 ay) HRCT de biziilme-sertlesme oldugu ve ilerleme
oldugu soylenmis. En sondaki “UIP stpheli” olarak
raporlanmis




Fizik muayene
Ates: yok  SpO,: %94(oda havasinda)
Parmaklarda comaklasma egilimi var. Deri bulgusu yok. Eklemlerde hareketle agri olmuyor.

Solunum sistemi: Solunum sesleri azalmis. Bilateral bazallerde inspratuar ince raller

Laboratuvar
WBC:6480 Eozinofil:%2 (normal ) CRP: 29
ANA: Negatif RF: Negatif CCP: Negatif
Solunum fonksiyon testi

03.01.2023: FVC: 1,66 It (%70) FEV1/FVC: %88 (Restriktif patern)

DLCO:3,89mmol/(min*kPa) (%57)




01.01.2023




12.02.2023




12.02.2023




Olgu 2 ( Fibrotik HP)

 Pulmoner Fibrozis icin detayli sorgulama

* Hastalik oykiisu

COVID gecirmemis.
* Mesleki Maruziyet

Kif, tahil, tekstil, kimyasal solvent maruziyeti yok (Ciftcilik, silo, kiimes temasi.. yok)
* ilac 6ykiisii

Amiodaron, bleomisin, metotreksat,, siklofosfamid .. vb. yok

Kollejen doku hastaligi

Eklem agrilari, sabah tutuklugu, géz kurulugu, yutma gicligui ..yok
* Ev ve Cevresel Maruziyetler

Evde nem problemi yok. Duvarlarda kuf oykisi yok
* Hobi:
Hafta sonu ahsap isciligi (vernik, toz maruziyeti) yok
Kus besleme 6ykuisu yok
* |lk degerlendirmede “maruziyet dykiisii negatif” olarak kaydediliyor
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* Hasta Romatolojiye konstlte edildi

* Fizik muayene: Normal bulgular

 Laboratuvar:

RF: Negatif
CCP: Negatif

ANA |FA: Negatif
Anti SSA: Negatif

Anti SSB: Negatif

JO1: Negatif
Antisentromer: Negatif
DS DNA: Negatif

SCL 70: Negatif

ANCA: Negatif

ACE: 31




Hasta Gogus Hastaliklari tarafindan tekrar degerlendirildi.
Sigara oykusu yok
Romatoloji konstltasyonunda bag doku hastaligi saptanmadi

Radyolojik Bulgular (HRCT): Ust ve orta zon agirlikli retikiilasyon ve buzlu cam paterni var. Alt

zonlar nisbeten korunmus

Fibrotik HP??




Tablo 3. Fibrotik HP'de YCBT bulgulari

YCBT paterni

Tanim
Parankimal
bulgular
Kiiciik
hava yolu
bulgular

R

>

= | Dagilim

£

o

5

o

]

=

L4

o

Tipik

Fibrozis + =1 klclik hava
yolu anormalligi

Dizensiz cizgiler,
opasiteler/kaba
retikalasyon, ve akciger
distorsiyonu; traksiyon
bronsiektazisi ve bal

petedi (baskin degil)
- Sentrilobtler noduller ve/
veya buzlu cam opasiteleri

- Mozaik atentasyon, Uc
dansite, ve/veya hava hapsi
(siklikla lobdler)

- Rastgele
- Orta zon baskin

- Alt zonlar gérece
korunmus

Uyumlu

Varyant fibrozis
bulgularina eslik eden
hava yolu anormalligi

OIP paterni veya
yaygin buzlu cam
tuzerine eklenmis belli
belirsiz fibrozis

- Sentrilobtler noddller

- Uc dansite ve/veya
hava hapsi

Aksiyel:
Peribronkovaskler

baskin, subplevral
baskin

Kraniokaudal: Ust zon
baskin

Belirsiz

Tipik veya
uyumlu kategori
disinda bulgular

- OIP paterni

- Olasi OIP
paterni

- Belirsiz OiP
paterni

- Fibrotik NSiP
paterni

- Organize
pnémoni benzeri

- Tamamen
belirsiz patern

YCBT, yuksek cézandrltkla bilgisayarl tomografi; HP hipersensitivite pnémonisi; OIP olagan interstisiyel pnémoni.

Radyoloji seminerleri. Trd Sem 2024;12(1):52-66



TABLE 2 Typical pathological, radiological and clinical features of major interstitial pneumonia patterns

Clinical features

Radiological features Pathological features

Interstitial patterns

UIP Presentation: chronic onset with high likelihood of Subpleural and usually lower lung predominance. Fibrotic  Dense fibrosis, typically including fibroblast foci, with a

progression and potential for rapid worsening and changes including reticulation, peripheral traction predilection for subpleural and paraseptal

acute exacerbation bronchiectasis, and honeycombing parenchyma; architectural distortion in the form of
Risk factors: more frequent in older males with a honeycomb change juxtaposed with relatively
smoking history, particularly for IPF unaffected lung parenchyma
NSIP Presentation: chronic onset, but with variable risk Lower-lobe predominance, commaonly with subpleural Cellular NSIP: cellular interstitial infiltrate of
of progression. Potential for rapid worsening, sparing. Ground-glass opacities, fine reticulation, and lymphocytes causing thickening of alveolar walls with
especially with concurrent organising pneumonia traction bronchiectasis, without honeycombing no fibrosis or granulomas
Risk factors: more common in younger females, Fibrotic NSIP: diffuse thickening of alveolar walls by
often with a background of CTD fibrosis with traction bronchiolectasis; no
bronchiolocentricity honeycombing orgranulomas

BIP Presentation Non-fibrotic BIP: centrilobular ground-glass nodules, Non-fibrotic BIP: bronchiolocentric chronic

MNon-fibrotic BIP: acute/subacute onset frequently mosaic attenuation, and/or lobular air trapping inflammation + non-necrotising granulomatous

with respiratory and systemic symptoms Fibrotic BIP: peribronchovascular ground-glass, traction inflammation
Fibrotic BIP: chronic onset but with variable risk bronchiectasis, mosaic attenuation, lobular air trapping, Fibrotic BIP: bronchiolocentric fibrosis often with
of progression. Potential for rapid worsening, and three-density sign, Features can overlap with peribronchiolar metaplasia + bronchiolocentric
especially with ongoing exposure non-fibrotic BIP inflammation
Risk factors
Mo clear age or sex predilection. Positive exposure
history for HP-associated antigens

DAD Presentation: acute worsening with high Patchy or diffuse ground-glass opacity that may progress Exudative phase: alveolar septa are thickened by

likelihood of residual fibrosis and potential for
ongoing progression
Risk factors: vary with underlying aetiology (e.g.
sepsis, aspiration, pneumonia, CTD-ILD)

to fibrosis over time with significant traction
bronchiectasis, architectural distortion and honeycombing

interstitial oedema, pneumocyte hyperplasia and
surface hyaline membranes
Organising phase: evolution into predominant
interstitial involvement by loose organising connective
tissue and exuberant proliferation of pneumocytes,

often with some atypia

Fibrotic phase: DAD can progress to interstitial fibrosis
with varying features

Update of the international multidisciplinary classification of the interstitial pneumonias: an ERS/ATS
statement. Eur Respir J 2025; 66: 2500158 [DOI: 10.1183/13993003.00158-2025



Olgu 2

Hastaya BAL yapildi

Makrofaj:%54 Lenfosit:%27

CD4/CD8 orani dlistik

Hasta maruziyet acisindan tekrar detayli sorgulandi.

Eve yeni alinan halidan 3 ay sonra sikayetlerinin basladigi 6grenildi.

Tatil icin evden 15 gun ayrildiginda sikayetlerinin biraz azaldigini soyledi.

Hastaya haliyi evden uzaklastirmasi ve evin kuru-temiz tutulmasi onerildi.




Clinical

Context Identified

HRCT Confidence

Chest
Imaging

Typical-HP

Compatible-or Indeterminate-HP

HRCT Confidence

Typical-or compatible-HP

Inciting Antigen Exposure’

Indeterminate

Unidentified

HRCT Confidence

Indeterminate-HP Typical-HP Compatible-or Indeterminate-HP

(if appropriate)

Yos No Yes No Yes mm——— No Yes No
Provisional . Provisional .
Low-confid HP unlikely* Low-confid HP unlikely*
L l
—»[ Lung Histology Confidence }:{

(e omome )|

Indeterminate-HP Nla‘nah\re diagnosis J

Diagnostic confidence*
HP = 90%
High confidence ~ 70-89%

Low confidence ~ 51-699%°
Unlikely ~ = 50%

o

Figure 1 — Algorithm for the diagnosis of fibrotic and nonfibrotic hypersensitivity pneumonitis. *The diagnostic confidences are not intended to

Chest.2021 Aug;160(2):e97-e156. doi: 10.1016/j.chest.2021.03.066.



Olgu 2- HP tani yaklasimi

1. Maruziyetin tanimlanmasi--- antijen tanimlandi

2. HRCT'de HP paterni ----- var. (Ust ve orta zon agirlikli retikiilasyon ve buzlu cam

paterni var. Alt zonlar nisbeten korunmus)

3. BAL da lenfositoz--- var.

4. Histopatolojik tani ---yok

Yiiksek olasilikli fibrotik HP




Histopatolojik tani

* Transbronsiyal biyopsi (TBB)

Taniorani : ~ %50

Kiglk parga, yetersiz tani

e Transbronsiyal kriyobiyopsi

Taniorani: ~ %91

TBB’den daha bliylk parca

Operasyonel mortalite cerrahi biyopsiden disik
Kanama riski daha yuksek

e Acik akciger biyopsisi

Tani orani: ~ %96

Tanisiz kalan hastalarda yapilmali




Management

: . Chronic hypersensitivity Idiopathic Unclassifiable
SSc—ILD RA—ILD Sarcoidosis pneumonitis NSIP LD IPF
An n
evj n

L ] L ] ] ] ¥

Consider immunomodulation treatment or observation

L Y L L

Glucocorticoids | | Glucocorticoids Gluco icoids Glucocorticoids Glucocorticoids
! ! ! ' !
MPMF, CPM, TCL RTX, ABA, MTX MM F MMF, AZA, or other
(AZA, RTX) MMF (AZA, IFX, ADA) (AZA) immunosuppressants

: ' ' . ‘ ' '

Antifibrotic agents

Consider antifibrotic agents (nintedanib) iperfanidons or Aintadanib)

MNonpharmacologic treatment
Supplemental oxygen, psychosocial support, smoking cessation, rehabilitation, symptom palliation, end-of-life care

A %

Reconsider Management Regular Follow-up

Monitoring of Disease Course

Disease progressicn Stable disease Ameliorization

N Engl J Med 2020;383:958-68




* Fibrotik HP de kortizonun etkisi

Fibrotik HP'de roll kisitli

BAL lenfositoz (>20%) oldugunda FVC‘de iyilesme
Radyolojik fibrozisi dizeltmede faydasi yok

Buzlu cam goériunumu aktif enflamasyonu disunddruar ve kortizon faydali olabilir.

Hastaya 32mg/ glin prednol baslandi




02.07.2023
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Olgu 2

* Hasta prednol U 8 ay boyunca azaltarak, tarif tGzere kullanmis

* Yizde sisme, saclarda dokilme ve mide sikayetleri nedeniyle 2 aydir

birakmis.
* Eklemlerinde hareketle agri tarifliyor.

e 07.07.2023: FVC: 1,62It (%68) FEV1/FVC: %88
DLCO:3,77mmol/(min*kPa) (%55)




* Hasta romatoloji ile tekrar degerlendirildi.
ANA iFA: pozitif.
Diger markerler negatif.
Tukruk bezi biyopsisi: Normal bulgular

* Hasta konseyde Multidisipliner Degerlendirme (MDD) ile Azatiopirin ve prednol

baslanmasi ve kisa stirede doz disilmesi karari alindi.(Steroid sparing (kacinma) etki)

* Yani DMARD (Hastalik Modifiye Edici Antiromatizmal ilaclar) lara gecildi.




29.04.2024




Eksprium filmi)

(

22.02.2024




22.02.2024 ( Eksprium filmi)




Olgu 2

* Hasta Azatiopirin ( imuran 50 mg 3x1) ve prednol (8 mg/guin) 6 aydir

kullaniyor
* Nefes darligi daha onceki gelisine gore belirgin artmis. MMRC:3
* Comak parmak belirgin. St02:90 (oda havasinda)

* Dinlemekle bazallerde yaygin velcro ralle var




* 07.07.2023: FVC: 1,62It (%68) FEV1/FVC: %88 DLCO:3,77mmol/(min*kPa) (%55)
e 12.03.2024: FVC: 1,41lt (%59) FEV1/FVC: %85 DLCO:3,16 mmol/(min*kPa) (%47)

* Hastaya MDD ile Azatioprin kesilerek mikofenolat mofetil (MMF) e gecildi.

Prednol 24 mg a cikilarak 1,5 ayda tekrar 8 mg a inmesi planlandi.

* Ayrica nefes darliginda artis, YCBT de retikiler paternde artis ve FVC de disme
olmasi lzerine “Progressif Pulmoner Fibrozis” tanisi ile hastaya Nintedanib

(Ofev 150 mg 2x1 ) baslandi




* Hasta mikofenolat mofetil (MMF) (Celcept 2x1) ve prednol (4 mg/giin) 6
aydir kullaniyor. Ofev 150 mg isal yaptigi icin 100mg a disilmus, 5 aydir
100 mg 2x1 kullaniyor

* Nefes darligi devam ediyor. Eforda cok artar MMRC:3
* Comak parmak belirgin. St02:90 (oda havasinda)

* Dinlemekle bazallerde yaygin. Velkro raller var




02.02.2025




01.02.2025

&0 &9




01.02.2025

€3€ 5

N




06.06.2025




Nefes darligi devam ediyor. Eforda cok artar MMRC:3

Hasta Celcept (MMF), Prednol 4 mg ve Nintedanib 100 mg kullaniyor

St02:88 (oda havasinda) Dinlemekle bazallerde yaygin Velcro raller var
12.02.2025: FVC: 1,191t (%52) FEV1/FVC: %82 DLCO:2,55 mmol/(min*kPa) (%38)
Hastalik nisbeten stabil

USOT baslandi.

Pulmoner rehabilitasyon icin Fizik Tedavi Klinigine yonlendirildi.




Sonuc

Maruziyet sorgulamasi cok onemli

Fibrotik ve nonfibrotik ayrimi prognoz icin 6nemli

Tetikleyici antijenden mutlaka kacinilmali

Gerekli olgularda kortizon dozunu azaltmak icin immunstipresif tedavi diistiniiimeli

PPF saptandiginda Antifibrotik tedavi degerlendirilmeli




Ilginiz ve dikkatiniz icin tesekkiirler...
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