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70 yas, erkek hasta.

1 yildir kuru 6ksurik, efor dispnesi,
Sofor, sigara yok, maruziyeti yok.
Bibaziler velcro ralleri, clubbing yok.
Sp02: %95.

Rutin hemogram ve biyokimya olagan.
Romatolojik biyobelirtecler negatif.
FVC: %90, DLCO: %61
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Table 3. High-Resolution Computed Tomography Patterns in Idiopathic Pulmonary Fibrosis

HRCT Pattern

UIP Pattern

Level of confidence Confident (=90%)
for UIP histology

Distribution

e Occasionally diffuse
¢ May be asymmetric

CT features
traction bronchiectasis/
bronchiolectasis

e Presence of irregular thickening

of interlobular septa
e Usually superimposed with a
reticular pattern, mild GGO

s May have pulmonary ossification

e Subpleural and basal predominant
e Often heterogeneous (areas of
normal lung interspersed with fibrosis)

e Honeycombing with or without

Probable UIP Pattern Indeterminate for UIP

Provisional low
confidence (51-69%)

Provisional high
confidence (70—89%)

e Subpleural and basal
predominant

e Often heterogeneous
(areas of normal lung
interspersed with
reticulation and traction
bronchiectasis/
bronchiolectasis)

e Diffuse distribution
without subpleural
predominance

e Reticular pattern with
traction bronchiectasis/
bronchiolectasis

e May have mild GGO

e Absence of subpleural
sparing

e CT features of lung
fibrosis that do not
suggest any specific
etiology

CT Findings Suggestive of an Alternative
Diagnosis

Low to very low confidence (=50%)

e Peribronchovascular predominant with subpleural
sparing (consider NSIP)
e Perilymphatic distribution (consider sarcoidosis)
e Upper or mid lung (consider fibrotic HP,
CTD-ILD, and sarcoidosis)
e Subpleural sparing (consider NSIP or smoking-
related IP)

e Lung findings

o Cysts (consider LAM, PLCH, LIP, and DIP)

o Mosaic attenuation or three-density sign
(consider HP)

o Predominant GGO (consider HP, smoking-
related disease, drug toxicity, and acute
exacerbation of fibrosis)

o Profuse centrilobular micronodules (consider
HP or smoking-related disease)

o Nodules (consider sarcoidosis)

o Consolidation (consider organizing pneumonia,
etc.)

» Mediastinal findings

o Pleural plaques (consider asbestosis)
o Dilated esophagus (consider CTD)

Definition of abbreviations: CT = computed tomography; CTD = connective tissue disease; DIP = desquamative interstitial pneumonia; GGO = ground-glass opacity;

HP = hypersensitivity pneumonitis; HRCT = high-resolution computed tomaography; ILD = interstitial lung disease; |IP =interstitial pneumonia; LAM = lymphangioleiomyomatosis;
LIP = lymphoid interstitial pneumonia; NSIP = nonspecific interstitial pneumonia; PLCH = pulmonary Langerhans cell histiocytosis; UIP = usual interstitial pneumaonia.

The previous term, “early UIP pattern,” has been eliminated to avoid confusion with “interstitial lung abnormalities” described in the text. The term “indeterminate for UIP" has
been retained for situations in which the HRCT features do not meet UIP or probable UIP criteria and do not explicitly suggest an alternative diagnosis. Adapted from

Reference 2.

American Journal of Respiratory and Critical Care Medicine Volume 205 Number 9 | May 1 2022



- Kesin UIP
- IPF olarak degerlendirildi
- Antifibrotik tedavi baslandi

- Asilama
- Pulmoner rehabilitasyon programina alindi



UIP(usual interstitial pneumonia) yapan
nedenler:

1.IPF

2.Fibrotik HP

3.RA

4.Sistemik sklerozis
5.Diger BDH

6.Sarkoidoz

7.1laclar (amiodaron vb.)
8.Asbestozis
9.Enfeksiyonlar
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90 yas, kadin hasta, ev
hanimi

Nefes darligi, kuru oksuruk,
yutma guclugu, halsizlik.

5 yildir romatoloji tarafindan
sistemik sklerozis-
interstisiyel akciger
hastaligi ( SSc-IAH) tanisi
lle takipte.

Sigara: 3 pkt yili
ex-smoker ,

Siklofosfamid, metilprednizol
on ve ASA kullaniyor
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* Solunum sesleri: Bibaziler raller

e Sklerodaktili, yutma glicligl, raynaud fenomeni
*SP02:%91

*FVC: % 64, DLCO: % 60

*ANA pozitif,

*Anti-Scl 70+++

*RF:66
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Sistemik sklerozis:

* Etiyolojisi bilinmeyen heterojen hastalik

* Endotel ve fibroblast disfonksiyonu sonucu kiclik damar hasari,
artmis kollajen Gretimi ve fibrozis ile karakterize

e Sistemik sklerozda akciger tutulumu hastaligin erken donemlerinde
baslamakta olup mortalite ve morbiditenin en 6nemli nedenidir

* |AH ve pulmoner arteriyal hipertansiyon en sik akciger tutulum tipleri
ve en sik 6lUm sebebidir



Sistemik sklerozis:

* En sik YRBT bulgusu nonspesifik interstisyel pnomoni (NSIP)paterni
* UIP paterni ise hastalarin 1/3’tinde gorilebilir

* SSc-IAH gelisen hastalara immunsupresif tedaviye ilave antifibrotik-
nintedanib tedavisi baslanir



TREATMENT OF SSc-ILD

Mycophenolate
Cyclophosphamide
Tocilizumab

Early /

/ inflammatory

N\

Fibrotic /

inflammatory

§ Nintedanib and / or
; Mycophenolate

« Sistemik Sklerozis- interstisyel Akciger Hastaligi

Tedaviye mikofenolat mofetil ve nintedanib eklendi.
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48 yas, erkek hasta

1 yildir nefes darligi, oksaruk,
gogus agrisi, balgam.

90 paket yili, 8 aydir kullanmiyor

Zeytin fabrikasinda calisiyor
(Asetik asit, laktik asit ve kostik
maruziyeti var)

10 yildir evde kus besliyor
Dispneik, tasipneik, SpO2: %85

Bibaziler velcro ralleri

Yo,
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* Rutin hemogram ve biyokimya olagan

* *CRP: 67, Romatolojik biyobelirtecler negatif
* *P0O2:52 mmHg

* FVC: %45

* FEV1: %50

* FEV1/FVC: % 86

* TLCO :%16

* BAL: Alveoler makrofaj:%75, lenfosit: %13, notrofil: %12
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Table 6. Chest HRCT Scan Features of the Fibrotic HP Pattern

HRCT Pattern Typical HP Compatible with HP Indeterminate for HP
Description The “typical HP” pattern is “Compatible-with-HP” patterns exist The “indeterminate-for-HP” pattern
suggestive of a diagnosis of HP. It  when the HRCT pattern and/or exists when the HRCT is neither
requires a) an HRCT pattern of distribution of lung fibrosis varies  suggestive nor compatible with a

lung fibrosis (as listed below) in from that of the typical HP pattern;  typical and probable HP pattern
one of the distributions and b) at the variant fibrosis should be

least one abnormality that is accompanied by signs of small

indicative of small airway disease  airway disease

Relevant radiological HRCT abnormalities indicative of Variant patterns of lung fibrosis: Lone pattemns (i.e., not accompanied
findings lung fibrosis are most commonly ¢ UIP pattern: basal and by other findings suggestive of HP)
composed of irregular linear subpleural distribution of of:
opacities/coarse reticulation with honeycombing with/without * UIP pattern (as per 2018 IPF
lung distortion; traction traction bronchiectasis (per diagnosis guidelines [20])
bronchiectasis and honeycombing 2018 diagnosis of IPF e Probable UIP pattern (as per
may be present but do not guidelines [20]) 2018 IPF diagnosis guidelines
predominate ® Extensive GGOs with [20))
The distribution of fibrosis may be: superimposed subtle features ® |ndeterminate pattern for UIP (as
* Random both axially and of lung fibrosis per 2018 IPF diagnosis guidelines
craniocaudally or Variant (predominant) distributions [20))
® Mid lung zone-predominant or  of lung fibrosis: ® Fibrotic NSIP pattern
® Relatively spared in the lower ¢ Axial: peribronchovascular, * QOrganizing pneumonia-like
lung zones subpleural areas pattern
HRCT abnormalities indicative of ¢ Craniocaudal: upper lung zones e Truly indeterminate HRCT pattern
small airway disease: HRCT abnormalities indicative of
o |ll-defined, centrilobular nodules  small airway disease:
and/or GGOs e |ll-defined centrilobular nodules,
¢ Mosaic attenuation, or
three-density pattern,” and/or ® Three-density pattern* and/or
air trapping (often in a lobular air trapping
distribution)

Definition of abbreviations: GGO = ground-glass opacity; HP = hypersensitivity pneumonitis; HRCT = high-resolution computed tomography;
IPF =idiopathic pulmonary fibrosis; NSIP = nonspecific interstitial pneumonia; UIP = usual interstitial pneumonia.

Rarely, fibrotic HP may be seen 1) as a component of combined pulmonary fibrosis and emphysema or pleuroparenchymal fibroelastosis with
emphysema, 2) as a pure emphysematous form of HP, or 3) in acute exacerbation.

“The three-density pattern was formerly called the “headcheese sign.” It is described in detail in Table 4.



HRCT

!

!

Y
Typical for HP Compatible with HP Indeterminate for HP
|
¥ ¥ Y v v Y
History of exposure and/or
serum IgG testing Exposure + Exposure Exposure + Exposure Exposure + Exposure
::I: dBjitII;:rr nBc?III- i:::h ::::{:Lm pI:::cytosm Moderate Low Low Not Not Not
L . stop ay confidence confidence confidence excluded excluded Excluded
indeterminate histopathology
BAL lymphocytosis without High Moderate Moderate Low Low Not
histopathology sampling confidence confidence confidence confidence confidence excluded
BAL lymphocytosis with High Moderate Moderate Low Not
indeterminate histopathology confidence confidence confidence confidence excluded
Probable HP High High Moderate Moderate Low
histopathology confidence confidence confidence confidence confidence
Typical HP . .. High

Figure 6. Hypersensitivity pneumonitis diagnosis based on incorporation of imaging, exposure assessment, BAL lymphocytosis, and histopathological
findings. All confidence levels are subject to multidisciplinary discussion. *Confidence may increase to “definite” if the pathologist’s conclusion persists
after reevaluation in the context of additional clinical information or an expert second opinion on histopathology. HP = hypersensitivity pneumonitis;
HRCT = high-resolution computed tomography.



* Mesleki maruziyetin, kus besleyiciliginin ve radyolojik bulgularin
uyumlu olmasi nedeniyle olgu fibrotik hipersensivite pnémonisi
olarak degerlendirildi

* Tekrar 0,5 mg/kg metil prednizolon baslandi.
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* Hipersensivite pndmonisi tanisi ile 1 yil kortikosteroid tedavisi aldi.
* Yanitsizlik nedeniyle tedaviye mikofenolat mofetil eklend.i.
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* Fibrotik hipersensivite pndmonisi, progresif pulmoner fibrozis olarak
degerlendirildi.

* Tedaviye nintedanib (2x1, PO) eklendi.



2022 ATS/ERS Kilavuzuna gore Progresif Pulmoner Fibrozis Tanimi

Radyolojik olarak pulmoner fibrozis kaniti bulunan, IPF disinda etiyolojisi bilinen veya bilinmeyen interstisyel
akciger hastaligi mevcut olan bir hastada, PPF (progresif pulmoner fibrozis), alternatif bir agiklama olmaksizin son
1 yil igcinde asagidaki li¢ kriterden en az ikisinin gergceklesmesi olarak tanimlanmaktadir*:

1. Solunum semptomlarinda kotiilesme
2. Hastalik progresyonunun fizyolojik kaniti (asagidakilerden herhangi biri):
a. 1 yilhk takip suresince FVC'de 2%5'lik mutlak disis
b. 1 yillik takip stresince DLCO'da (Hemoglobin agisindan diizeltilmis) 2%10'luk mutlak disus
3. Hastalik progresyonunun radyolojik kaniti (asagidakilerden bir veya daha fazlasi):
a. Traksiyon brongsektazisi ve bronsiyolektazinin yayginligi veya siddetinde artis
b. Traksiyon bronsektazisi ile birlikte yeni buzlu cam opasitesi
c. Yeni ince retikllasyon
d. Retikliler anormalligin yayginliginda veya kalinliginda artis
Raghu G et al. Am J Respir Crit Care Med 202220501847

e. Yeni veya artmis bal petegi gortinimu

f. Lober hacim kaybinda artis



PPF saptanan ILD'li hastalarin oraninin, uluslararasi komitenin konsenstsine gore asagidaki gibi oldugu tahmin
edilmistir

IPF digindaki IAH'ler e Taral alanlar, uzman
v . : . - v gorusiine dayal olarak PPF
P : - : Kistler ve/veya hava ortaya ¢ikan hastalarin
Otoimmdin Maruziyet : . .
I IAH'ler iligkil)il oSty dgum Sarkoidoz tahmini oranini temsil
ulunan er .
v v . . : etmektedir
iINSIP P RA . .
: S C? : H.P LC.:H *  Butahminleri destekleyen
iPPFE iLIP SSc M\igigtlggel ILnfoproliferatit veriler mevcut degildir
iDIP AIP MCTD ez N PAP
AFOP Miyozit | | |- e done taslast LAM
Siniflandirilamayan Eozinofilik Sjogren ilag Digerleri
Vaskaulit Radyasyon
SLE Yasadigi ilag
Digerleri Post-enfeksiyon
RB-ILD

Raghu G et al. Am J Respir Crit Care Med 2022;205:e18-47



Progresif pulmoner fibrozisli hastalar IPF hastalarina benzer bir seyir gdstermektedir

INPULSIS ve INBUILD caligmalarinin plasebo kollarinda
50 - 1 yillhik FVC degisimleri

=
S
E .50 A —o—IPF digi progresif fibrozan ILD'ler
o
o)
S -100 |
=
()
°
O -150 -
=
TR
-200 -
-250 | | | | | | |
0 2 4 6 12 24 36 52

Hafta
Brown KK et al. Eur Respir J 2020;55:2000085.
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43 yas, kadin hasta, ev hanimi.

8 yildir 6ksirik, efor dispnesi.
Sigara 25 paket yili, ex-smoker.
Cevresel maruziyeti yok.

Sp02:%96. Solunum sesleri
normal.

Hemogram ve rutin biyokimya
normal, romatolojik
biyobelirtecler ve HIV negatif.

FVC. % 80, FEV1: % 69,
FEV1/FVC :74 TLCO .% 32.
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* BAL'da %90 alveoler makrofaj, %2 lenfosit,%3 eozinofil, %5 notrofil
|6kosit, CD1a >%5, S-100 pozitif.

* Pulmoner langerhans hucreli histiositozis olarak degerlendirildi.
Extra organ tutulumu saptanmadi.
Sigarayi birakmasi istendi 3-6 aylik takip onerildi.



Olgu-4: PA akciger grafileri
Baslangic¢ta 6 yil sonra

X




Olgu-4: 6 yil sonra




e Hasta takiplere gelmedi

* 6 vyil sonra dis merkeze basvurmus. E-nabiz bilgilerinden
hastada solunum yetmeazligi gelistigi 6grenildi.



Pulmoner langerhans hicreli histiositozis

*Difuz parankimal akciger hastaliklarinin %3-5"ini olusturur
*%90’dan fazlasi smoker veya ex-smoker

*20-40’li yaslarda sik

*Inflamasyon (alveoler makrofaj, eozinofil,nétrofil velenfosit icerir)
bronsiyol duvari ve akciger parankiminde yikima neden olur

*Extrapulmoner tutulum %20
--Kemikte kistik lezyonlar
--Hipotalamus tutulumuna bagli diyabetes insipidus



Pulmoner langerhans hiicreli histiositoziste tedavi

e Sigaranin biraktiriimasi

* Progresif ve semptomatik PLHH de:

Kortikosteroidler (nodtler formda): 0.25-0.50 mg/kg/glin
Cladribin (kistik formda )

Cytarabine

Vinblastin (pediatrik LHH’de)



Characteristic features of pulmonary Langerhans cell histiocytosis

Clinical = Typical age range 20 to 40 years

= Mearly all affected individuals are current or former cigarette
smokers®

= May be asymptomatic, with abnormal chest radicgraph, or may
report dyspnea, constitutional symptoms

= History of pneumothorax

= Diabetes insipidus (<10%)

= Bone lesions (<15%5)

Lung function tests = Mormal or reduced lung volumes and reduced diffusing capacity
= Ajrfloww limitation and hyperinflation less common, typically in
patients with more advanced, cystic diseas=

HRCT = Mix of nodules (2 te 10 mm)} and thick-walled cysts (early stages) or
bizarrely shaped cysts warying in size and shape {(adwvanced stages)
= Upper and mid-lung zone distribution with sparing of costophrenic
angles
= Can show scattered cystic lesicons without nodules
= Can show peribronchial nocdules without cysts

Bronchoalveolar lavage = BAL with =5%0 CDla-positive cells is considered diagnostic, but
frequently a lower percentage of CDr1la cells is noted

Histopathology = Peribronchial inflammatory lesions containing an admixture of
Langerhans cells, eosinophils, lymphocytes, and neutrophils

= Langerhans-like cells express CD1la, langerin (CD207), and S100

Driagnosis based on = Classic HRCT features
clinical features and HRCT = BAL with <5% CDla-positive cells, but without Iymphocytosis
= Improvement with smoking cessation

Driagnosis based on BAL = Compatible clinical features and one of the following:
or biopsy - BAL with =5% CDla-positive cells
= Transbronchial or surgical lung biopsy demonstrating diagnostic
histological features
= Compatible HRCT and extrapulmonary Langerhans cell
histiccytosis confirmmed by bone or skin bicpsy

HRCT: high resolution computed tomography;:; BAL: bronchoalveolar lavage.

= Other cystic lung diseases can occur in smokers, but pulmonary Langerhans cell histiocytosis is
almost unheard of in those without cigarette smoke exposure.

Referance: Meyeaer KC, Raghu G, Baughman !RF, et a/. Arn ofif?
the ofinical wutifity of bronchoalveolar favage cellufar analysis in interstitial fung disease. Am 7 Resoir Crit Care Maed
2012y 18551004,

cial American Thoracic Society cfinfical practice guwideline:

UpToDate®
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32 yas, kadin hasta,

3 gunduir gogus agrisi, ani
baslayan nefes darligi
yakinmalari ile acil servise
basvurmus. Pnémotoraks
saptanan hastaya KSAD
uygulanmis.

Non-smoker, cevresel
maruziyeti yok
Soygecmisinde ozellik yok.

Solunum sesleri sagda
alinmiyor.

Rutin hemogram ve biyokimya
olagan, romatolojik
biyobelirtecler ve HIV negatif.
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Olgu-5:

Konsey karari ile
hastaya VATS ile
cerrahi biyopsi
yapildi

LENFANGIOLEIOMYOMATOZIS; SAG UST ve ORTA
LOB WEDGE REZEKSIYON MATERYALLERI

NONSPESIFIK PLORIT; PARIETAL PLEVRA, BIYOPSI
MATERYALI

EPIKRIZ:

Ust ve orta lobdan alinan dérneklerde; alveoler
alanda kistik dilatasyon olusturan yapilar ve kistik
yapilarin duvarinda igsi nukleuslu htcre
popullasyonu izlenmektedir. Bu hiicrelerde IHK ile
SMA, ER, PR ve HMBA45 pozitif, EMA negatif
saptanmistir.



Lenfanjiyoleyomyomatozis

Cogunlukla genc kadinlari etkileyen nadir bir multisistem hastalik
Dusuk grade’li, metastaz yapan bir neoplazm

Akciger parankiminin anormal diiz kas benzeri hticrelerle infiltrasyonuyla karakterizedir
tuberoz skleroz kompleksi (TSC) genlerinde mutasyonlar

Kistler uniform

* %50 hastada anjiyomyolipomabirlikteligi

-lzole LAM

-Tuberoskleros ile birlikte (TSC-LAM)

1/3 olguda pnomotoraks

% olguda plorezi

%10-30 olguda sil6z plevral sivi veya assit



Tedavide:

-Semptomatik

-rapamisinin mekanistik target hedefi (mTOR) inhibitorleri=
Sirolimus

everolimus



Cystic lung disease:

Climical,

laboratory, and radiographic features

CysTic Confirmation of diagnosis (imn
Twsrngy Distinctive climical features Typeical CT featuraes™ association wvwith compatible
discasae chest CT)
L2 m Occurs almost exclusiwvely im Small, thimn-walled, round cysts One of the following:
females {(occasionally in mMmales with wvaryimng little in size or shape. = MMoncontrast abdomenyspeaelwvis CT or
TSC) uniformmiy distributed throughout MRI demonstrating renal
= Renal angiomyolipomas imn up to the lungs angiomyoaliporma or cystic
S0%s of cases Iwmphangioleicomyorma
= Retroperitoneal or pelwic = Presence of chylous pleural
Ivimphangioleiomiyormas effusion or ascites T
m Chylous effusion, chylous ascites = Serum WEGF-D =800 pgs il
- May be accompanied by clinical - Presence of TSSO
features of TSC = Transbronchial or surgical lung
biopsy demonstratimg diagnostic
histological features™ (if all of the
abowe are absemnt)
PLCH = MNearly all affected individuals are Mix of mnodules and thick-wvwalled One of the following:
current or former cigarette cwsts {(early stages) or bizarrely = BAL with =S5S% CD1la-positive cells
smokers = shaped cysts warying in size and = Transbronchial or surgical lung
= Diabetes insipidus shape (adwvanced stages) bicpsy demonstrating diagnostic
- Bone lesions Upper and mid-lung zone histological features
distribution with sparing of
costophrenic angles
BHLD» = Fibrofolliculomas BEilateral thin-wvwalled round or One of the following:
= Renal neoplasms, typically lentiform cysts of wvariable sizes, = Biopsy-prowven skin fibrofolliculorma
multifocal hwvbrid oncocytic tuMmors often subpleural andysor abutting = Bilateral, multifocal hwbrid
or chromophobe renal cell the mediastinurmnm, with a lowvwer oncocytic renal TUMmors or
carcinomas lung zone predominance chromophobe renal cell carcinaomas
= Family history of pneumothorax or = Genetic testing positive for FLOCN
renal neoplasms rmutation
MNMOTE: Lung biopsy MNOT helpful
LIFP = Underlying autocimimunese ar Thin-walled cysts, typically few in = Serclogic testing for HIW and

Loy
Imaging;

computed tormography;

WEGF-D:

immunodeficiency state in 802 of
cases

Sjogren syndrome is most
cormrmon underlying disordenr

LA

Nnumber, associated with ground
glass opacities and centrilobular
Nnodules

Ivmphangioleiomyomatosis; TSC: tuberous sclerosis complex ;
wvascular endothelial growth factor-D; PLCH: pulmomnmnary Langerhans cell

histiocytosis;

systermic rheurmatic disease (egq.
antimnuclear antibody, anti—-Roy,/SS.A,
anti-La,/SsB, rheumatoid factor)
adds support to clinical diagnosis

m Lacrirmal glanmnd or lip biopsy

= Surgical lung biopsy. when a
definitive diagnosis Is neasded to
guide therapy

MOTE: Transbronchial biopsy size too

small to be definitive for LIP. so TBLB

aornly helpful if an altermate diagnosis

suspected (eg. LAaM)

MRI: rmagnetic resonance

BaL: bronchoalwveolar



)%

Review HRCT for size, shape,
number, and location of cysts*

Y

Are typical features of LAM cysts present in HRCT?1
# Diffuse, bilateral, round, well-defined cysts
® Cyst size is uniform
# Thin-walled (0.1 to 2 mm)
# 10 or more cysts

|
Yes

Y

Does the patient have a

diagnosis of TSC or does

clinical evaluation reveal
characteristic features

of TSC?A

Yes

No

Y

No

Y

Are HRCT features of PLCH present?
® Bizarrely shaped cysts with upper lobe predominance
® Cysts spare costophrenic angles
# ]ll-defined upper lobe nodules (2 to 10 mm)
® Preservation of lung volume

|
Yes

¥

Clinical diagnosis
of TSC-LAM

Proceed with diagnostic evaluation for LAM (eg,
serum VEGF-D, noncontrast abdominal-pelvic CT), ¢
If findings are insufficient for a confident diagnesis
of LAM, determine need for surgical biopsy based
on severity of symptoms, evidence of progression,
and likelihood of alternate diagnosis.

Diagnosis of PLCH is likely; PLCH occurs
almost exclusively in those with active
or passive cigarette smoke exposure,
Advise complete cessation of cigarette

smoke exposure and observe for
radiographic improvement

No

'

Are HRCT features of BHD present?
* Thin walled
® Lentiform shape
® Lower lung zone predominance
® Subpleural or paramediastinal location




Approach to the diagnosis of cystic lung disease

Diagnosis of PLCH is likely; PLCH occurs
almost exclusively in those with active
or passive cigarette smoke exposure.
Advise complete cessation of cigarette

smoke exposure and cbserve for
radiographic improvement

A\

If diagnosis uncertain and follow-up

HRCT after smoking cessation unimproved,

obtain BAL with immunostaining for CD1a.
If nodules present on HRCT, TBLB may
increase diagnostic yield. Does BAL show
>5% of cells with CD1a immunostaining,
or are CD1a cells seen on TBLB?

Are HRCT features of BHD present?

= Thin walled
= Lentiform shape

= Lower lung zone predominance
= Subpleural or paramediastinal location

r
Yes

¥

If cutaneous features
suggestive of BHD present
(fibrofolliculoma), obtain
skin biopsy

Are HRCT features of LIP present?
= Small number of thin-walled
cysts on background of GGO
= Jll-defined centrilobular or
subpleural nodules

No

v

HRCT and/or clinical features not typical
for any of the above causes of cystic lung
disease. Consider broad screening with

1
Yes No
¥ ¥ A4 v
Skin biopsy showing
Disgensis of BAL nonconfirmatory: fibrofolliculoma strongly N::x:eb?::s?:t;?
PLCH confirmed Obtain s_urglcal supports BH D: Some experts not confirm folliculoma;
lung biopsy obtain confirmatory Obtain FLCN
FLCN gene analysis I:nalysisgene

Y

Do clinical and
laboratory evaluation
support a diagnosis of
immunodeficiency? 8

laboratory testing (eg, serum VEGF-D;
genetic testing for alpha-1 antitrypsin,
folliculin, and TSC variants; serologic testing
for ANA, RF, SSA, SSB). Lung biopsy often
needed in patients with respiratory impairment
and/or evidence of disease progression.

I
Yes

¥

1
No

¥

FLCN variant present:
Definitive diagnosis
of BHD

No evidence of FLCN gene variant
or deletion: If patient symptomatic
and/or HRCT changes are progressive,
obtain surgical lung biopsy to evaluate
for rare causes of lung cysts¥

Refer to UpToDate topics on
the diagnosis of lung disease
in patients with HIV or
primary immunodeficiency

Do clinical and lab
(eg, ANA, RF, SSA, SSB)
findings support a diagnosis
of systemic rheumatic disease?

Yes No
v v
For patients with known systemic If patient symptomatic and/or

rheumatic disease¥ and no evidence
of infection, surgical biopsy is generally
not needed, unless concomitant GGO or
nodules. Lacrimal gland or lip biopsy can
help confirm Sjégren's disease diagnosis.

HRCT changes are progressive,
obtain surgical lung biopsy to
evaluate for other rare causes

of lung cysts. Otherwise,
observe for disease progression.




Computed tomography of pulmonary Langerhans cell histiocytosis Computed tomography of pulmonary Langerhans
cell histiocytosis

Axial computed tomography image of upper lung zones in a patient with
pulmonary Langerhans cell histiocytosis. Solid nodules, cavitary
nodules, and thick-walled cysts are present in the aplj leoth

Axial computed tomography image of pulmonary Langerhans cell histiocytosis (PLCH) showing
multiple irreqular and bizarrely shaped cysts with prominent walls, characteristic of PLCH. Also

present is a left pneumothorax.
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Computed tomography of lung cysts in lymphoid
interstitial pneumonia

Axial computed tomography image from a patient with lymphoid interstitial
pneumonia showing thin-walled lung cysts in areas of groundLgJass_‘ipaciﬁs. t
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