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RADYOLOJi RAPORU

TORAKS BT INCELEMESI

intravenéz kontrast madde verilerek yapilan bilgisayarl toraks tomografi tetkikinde;

Brakiosefalik vaskiler yapilar, timus, trakea, ana bronslar, 6zefagus ve perikard normal
gorinimdedir.

Kalp ve ana vaskiler yapilarda patoloji dikkati gekmemistir.

Mediastinal yapilar arasinda hava degereleri mevcuttur (Pnémoni diastinum).

Sol hemitoraksta plevral mesafede apeksten bazale kadar uzanan hava degerleri mevcuttur
(Pnémotoraks).

Her iki acigerde yaygin retrikiler ¢izgilenmeler ve degisik boyutlu ince duvarl hava kistleri
mevcuttur (Lenfanjioleiyomyomatozis).

Sag akciger orta lobda buzlu cam goérinimleri mevcuttur.

SONUC :

Pndmomediastinum

Sol hemitoraksta Pnomotoraks

Her iki acierde yaygin retrikiiler cizgilenmeler ve dedisik boyutlu ince duvarll hava kistleri

(Lenfanjioleiyomyomatozis)
Sag akciger orta lobda buzlu cam gorinumleri
Gogus duvan yumusak dokulan arasinda ve ciltaltinda hava degerleri mevcuttur (Ciltalti amfizem).

[
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ROG.0 DISPME

ROG.0 DISPMNE

YUKSEK COZUNURLUKLU COK KESITLI BILGISAYARLI TOMOGRAFI
TORAKS

Teknik : inravendz kontrast madde veriimeden yapilan 64-CKBT incelemesinde:

Brakiosefalik vaskiiler yapilar, timus, trakea, ana bronslar, 6zefagus ve perikard normal
gortiniimdedir.

Kalp ve ana vaskiiler yapilarda patoloji dikkati cekmemistir.

Mediastinal patolojik boyutta lenf nodu mevcut degildir.

Her iki akcierde yaygin ince duvarl dedisik boyut ve sekilde kistik lezyonlar izlendi (Eozinofilik
granilom? Lenfanjioleiyomyomatozis).

Safda daha belirgin olmak lzere her iki hemitoraksda plevral kalinlasmalar ve kalsifikasyonlar
izlendi.

Solda daha belirgin major fissiirlerde kalinlasma ve kalsifikasyonlar izlendi.

Gogls duvan, kemik yapilar ve yumusak doku yapilan normaldir.

SONUG -

Her iki akcigerde yaygin ince duvarl degisik boyut ve sekilde kistik lezyonlar{ Eozinofilik graniilom?
.Lenfanjioleiyomyomatozis)

Sadda daha belirgin olmak lzere her iki hemitoraksda plevral kalinlasmalar ve kalsifikasyonlar
Solda daha belirgin major fisslrlerde kalinlasma ve kalsifikasyonlar

Docg.Dr.Ayse MURAT AYDIN Dr.Ayhan UMAY
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A Stepwise Diagnostic Approach to Cystic Lung Diseases

for Radiologists

Kyu-Chong Lee, MD*, Eun-Young Kang, MD, PhD*, Hwan Seok Yong, MD, PhD’, Cherry Kim, MD, PhD?,
Ki Yeol Lee, MD, PhD?, Sung Ho Hwang, MD, PhD’, Yu-Whan Oh, MD, PhD’ F

Stepwise radiologic diagnostic approach to cystic lung diseases

Step 1: Are these lung oysts?

'l Yes ' Mo
Step 2; Are cysts solitary/localized or multiple/diffuse? Cavity

Bulla

) ) Prneumatocele

Solitary/localized - - Multiple/diffuse Emphysema_
Honeycombing
l Cystic bronchiectasis
¥

Congenital cystic lung diseases y

Step 4: What kind of associated radiologic findings? LAM
BHD
Nedules - GGo

v

Step 3: Are multiple/diffuse cysts associated with other radiologic findings?
Incidental cysts
§ Tes

F |

PLCH PCP
Cystic metastasis DIP
Amyloidosis LIP

Fig. 1. Stepwise radiologic diagnostic approach to cystic lung diseases. BHD = Birt-Hogg-Dubé syndrome, DIP = desquamative interstitial
pneumonia, GG0 = ground-glass opacity, LAM = lymphangioleiomyomatosis, LIP = lymphoid interstitial pneumaonia, PCP = preumocystis firovecii
pneumonia, PLCH = pulmonary Langerhans cell histiocytosis



Table 1. Radiologic Distinctions for Air-Filled Lung Lesions

Air-Filled Lung Lesions Air-Filled Lung Lesion Characteristics Helpful Radiclogic Findings
Round .
Cyst oun , , Interfaced with normal lung
Well-defined thin wall (< 2 mm)
, Irregular e —
Cavity Thick wall Within consolidation, mass, or nodule
sull More than 1 cm in size A od centrilobalar and tal h
ulla Imperceptible thin wall ccompanied centrilobular and paraseptal emphysema
Round Transient
Pneumatocele . . N :
Thin-wall Adjacent consolidation or ground-glass opacity
Usually without visibl lis .
Centrilobular emphysema LTy Without wisibie wa Upper lung predominance

Central dot

Clustered 3-10 mm cystic lesions
Honeycombing Well-defined 1-3 mm thickness walls
One or more layers

Lower subpleural lungs
Accompanied reticular pattern or traction bronchiectasis

Branching pattern
Cystic bronchiectasis Tubular rather than spherical Associated bronchial wall thickening, centrilobular densities,
air-trapping

N

A

I3Q=
C




Table 2. Radiologic Distinctions for Multiple/Diffuse Cystic Lung Diseases

AP D e Cysts Characteristics Cysts Distribution Helpful Radiologic Findings
Numerous, uniform, round, Pneumothorax
2-10 mm in size Pleural effusion
Lymphangloleiomyomatosls ot thin-wall Diffuse, symmetrically Renal neoplasm
Within normal lung parenchyma Bone lesion

Multiple, variable size and shape

Lobulated, multiseptated,
Birt-Hogg-Dubé syndrome irregular in shape

Perceptible thin-wall

Within normal lung parenchyma

Lower peripheral lungs and Pneumothorax
along mediastinum Renal neoplasm

Cysts with nodules
Centrilobular ibronchiola
Pulmonary Langerhans cell Bizarre and irregular shape Upper lung predominance, :odules . ndo;t‘.:.‘e:om o
histiocytosis Coexisting different cysts sparing costophrenic angles o
Cysts without previous
Cystic metastasis presentations Lower lung predominance Pneumothorax
Different size
Multiple, more than 10 : ;
e Round o lobulated, small to Diffung, peribronchovaacolay. O Septal thickeniag
Amyloidosis : Ground-glass opacities
moderate size and/or subpleural tymph node enlargemant
Thin-wall - o
Cysts with ground-glass opacity
Pneumocystis jirovecn Variable in size, shape, and .
paeumonts well tilckniass Upper lung predominance Pneumothorax
Desquamative interstitial Small (usually < 2 cm), well defined Lower peripheral lung
pneumonia Thin imperceptible wall predominance el
e N o Nodules, interlobular septal
Lymphoid interstitial @nd, varying size (< 3 cm) Diffuse, predominating thickening, thickening of
— Thin-wall in lower lungs and along bitnchotucnber busidias
o Fewer in number peribronchovascular bundle

Lymph node enlargement
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PulmonerLenfanjiomatozis
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Pulmonary Lymphangiomatosis

Melissa N Satria *, Gustavo Pacheco-Rodriguez %, Joel Moss ®

Comparison of Histopathology of Lymphangiomatosis
and Lymphangioleiomyomatosis (LAM)

Lymphangiomatosis and LAM are both tumors involving
the lymphatic system, but the two diseases differ significantly
in pathogenesis and natural history. Lymphangiomatosis
shows a characteristic proliferation, dilation, and thickening
of lymphatic vessels,”' with collagen, muscle fibers, and
spindle-shaped cells surrounding the lymphatic vessels.’
Macrophages may be found within the lung parenchyma. The
cystic lesions charactenstlc of LAM lungs are not apparent in
lymphagnomatosns The smooth muscle-like spindle cells in
LAM react with HMB45, whereas in lymphangiomatosis, the
spindle cells are negatw < Lymphangiomatosis

: S % in contrast to the marked
female predominance of LAM." 0

Positive stains

« CD31. D2-40, Factor Vil in endothelial cells
« Vimentin, actin, desmin in spindle cells

Negative stains

= HMEBA45, keratin (AE1 / AES staining of alveoli contrasts with negative lymphatics), HHVS
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Case report

Successful treatment of diffuse pulmonary
lymphangiomatosis with sirolimus

Viktorija Gurskyte © 2 B, Ingrida Zeleckiena &, Vyganté Maskolionaité < ¢ &,
Ugnius Mickys 9 &, Virginija Sileikiene &

often limited by toxic side effects. The aim of this case report is to demonstrate the
diagnostic challenges of a rare disease and improvement in the condition of a DPL patient
treated with sirolimus. A 27-Eear-nld man presented to the pulmonologist with
exertional dyspnea, chronic cough and intermittent hemoptysis. Upon medical
investigation, a chest computed tomography (CT) scan revealed soft tissue masses
infiltrating the mediastinum and bilateral interlobular septal thickening. A surgical
biopsy was performed, and pathological tissue analysis showed findings consistent with
the diagnosis of DPL. Treatment with sirolimus was initiated, maintaining trough
concentrations between 10 and 15 ng/ml. At 21 months of treatment, the patient
reported reduced symptoms of cough and dyspnea. A CT scan showed decreased
interstitial thickening and reduced infiltrations in the mediastinum. Moreover,
pulmonary function tests revealed a significant increase in FEV1 and FVC. The authors
believe this is the first article mmnimr in an adult DPL

patient treated with sirolimus. Therefore, sirolimus thEraEz should be considered for DPL

patients as it may be effective in improving their condition and preventing disease
progression.
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Pulmonary lymphangiomatosis: insights
into an ultra-rare disease

M. Polke'**" N. Polke', S. Piel', E. Brunnemer', J. Walscher® K_Buschulte'?, & Warth™*, C. P Heussel*®,
M. Eichinger™®, L. Frankenstein’, M. Eichhorn®, 5. Miliauskas®, F. J. F. Herth'** and M. Kreuter'®"!

Abstract

Background Pulmonary lymphangiomatosis (PL) is an ultrarare disease characterized by diffuse infiltration !
of the lung, pleura and/or mediastinum by abnormal lymphatic proliferation. Consented diagnostic or treatment
approaches are not established. We therefore aimed to collect data on diagnostics and treatments in a cohort

of patients with PL from a tertiary center for rare lung diseases.

Methods Clinical, radiological and outcome data from PL patients were collected retrospectively.

Results ere diagnosed between 1996 and 2022 in our center. PL was diagnosed more commonly

in female ever smokers (75%) and younger patients (mean age 42 years). Main clinical symptoms comprised
haem- and chyloptysns (58%) and dyspnea on exertion (83%). Pulmonary function was mostly restrictive (mean VC
59%) with impaired DLCO (mean 65%). Radiological assessment mainly showed mediastinal involvement (83%),

and pleural effusion (67%), pleural thickening (67%) and bronchial wall thickening (67%) while interstitial changes
were rare. Diagnosis was confirmed by surgical or transbronchial cryobiopsy. 8 patients were treated with sirolimus, 3
of these combined with a surgical intervention and in one case surgical intervention was necessary 9 months after ini-
tiation of sirolimus. Clinical and radiological improvement was demonstrated for all patients treated with sirolimus. 1
patient received a lung transplant due aisease progression. Survival rates were arter a mean follow up of at least
3 months.

Conclusion This case series illustrates the variability of the clinical presentation of PL. Among our patients, those
treated with sirolimus showed significant clinical, functional and radiological improvement. However, further investi- |
gation is needed to understand the pathogenesis of lymphangiomatosis in order to establish therapeutic approaches. jf
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