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OLGU-1

* CT, 27 vy, K, evli, 1 ¢cocuklu
e Sikayeti: Nefes Darlig

e Hikayesi: 1-2 vyildir zaman zaman daha fazla hissettigi nefes darlig
yakinmasi var

Ozellikle hizli yol yirtduginde, agir tasidiginda okstirtik ve nefes
darligi belirginlesiyor

» Ozgecmis: Tip 1 DM
 Aliskanliklari: Ozellik yok



* Fizik Muayene:

* Sp02 %97(oda havasi), N: 99/dk, TA:110/70 mmHg
* Clubbing (-)

* Solunum sesleri dogal

* PTO (/-

* Diger sistem muayeneleri dogal

* Laboratuvar: Hemogram ve Biyokimya: Normal



01.03.2019




SOLUNUM FONKSIYON TESTLERI

* FVC: 2.86(%77)
e FEV1: 1.75(%54)
e FEV1/FVC: %61
* DLCO: 1.24(%13)

* 6 dk yurume testi: 480 metre (baslangic SpO2 %96 bitis Sp02%99)
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* SIZCE HANGISI ?
e Radyolojik tani yeterli

* |leri tetkik yapalim



Algorithm for the diagnosis of lymphangioleiomyomatosis

Clinically suspected sporadic LAM based on one or more of these features:
= ¥Young woman with progressive dyspnea
= Spontanecus pneumothorax
= Chylous effusion
= PFTs with airflow obstruction, mixed deficit, and/or reduced DLCO*

v

Are cysts with all of these characteristc features seen on HRCT?1
= Diffuse, bilateral, round, well-defined
= Uniform in size
® Thin walled {0.1 to 2 mm)

I 1
Yas Mo

¥

Does detailed clinical evaluation reveal features of TSC?4 | | Consider alternate diagnosis
I

I 1
Yas Mo

¥ ¥

Obtain noncontrast HRCT abdomen/pelvis
and VEGF-D level &

Clinical diagnosis of TSC-LAM
Thoracentesis if pleural fluid present ¥

v

Are any of the following present?
= Typical renal AML¥
= Cystic lymphangicleiomyomas ¥
= VEGF-D level =800 pg/mL
= Chylous effusion¥t
T l 1
Yas Mo

¥

Obtain tissue biopsy using least invasive means**

Is histopathology diagnostic of Lam? 11
[

I 1
Yes Mo

¥

Lung bicpsy via VATS

Is histopatholegy diagnostic of LAM? 11
I

I 1
Yas Mo

¥ v v ¥

. Clinical diagnosis of sporadic LAM | | Definitive diagnosis of sporadic LAM | | Alternate diagnosis
Copyrights apply




* BATIN MR: NORMAL

* VEGF-D BAKILAMADI

e VATS BiYOPS| PLANLANDI



PATOLOJIK TANI

BULGU: A,B- Akciger Sag Ust Lob Posterior, Sag Alt Lob Siiperior Wedge Rezeksiyon:
Her iki drnegin kesitlerinde akciger parankimal ¢atinin korundugu ve brons/ bronsiol
odakli farkl caplarda kistleri cevreleyen hticresel artis dikkati ceknektedir. Hava yolu
mukozasinda oval, igsi hicre artisi, lenfositler, gevsek stroma dikkati cekmektedir.

Infiltrasyonu cevreleyen parankimde hemosiderin iceren makrofajlar bulunmaktadir.

HISTOPATOLOJIK TANI:A,B- Akciger Sag Ust Lob Posterior, Sag Alt Lob Siiperior
Wedge Rezeksiyon: Lenfangioleiomyomatozis.

SONUC: Bulgular morfoloji ile birlikte degerlendirildiginde

lenfangioleiomyomatozis ile uyumlu bulundu

Desmin (E2574) Spring Bioscience U (+)
PR (CRM 302 C) Biocare Medical (+)
HMBA45 (CM 078 C) Biocare Medikal USA (+)



TANIM

* Akcigerlerdeki damarlarin, lenfatiklerin ve alveollerin duvarinda yer
alan duz kas hucrelerinin anormal baylimesinin yol actig

* Bilateral cok sayida akciger kistinin olusmasi ile karakterli sistemik
hastalik

» Sporadik LAM * Tuberoskleroz ile iligkili LAM

e Kadin TSC hastalarin en az %30’unda
(%80’e dek)

Otozomal dominant

e Tuberosklerozun eslik etmedigi LAM

* Hemen hepsi premenopozal
kadinlarda

* Milyonda 3-8 siklikta

Epileptik nobet, otizm, bilissel bozukluk

Deri lezyonlari

* Beyin, kalp, karaciger ve bobrekte
hamartamatdz benign timorler
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Mammalian Target of I—m
Rapamycin (mTOR)

Tuberous Sclerosis Complex (TSC)




Klinik-Pulmoner Semptomlar

* Progresif dispne (%70)

e Spontan pnomotoraks (%36)
e GOgus agrisi (%15)

* Plevral eflizyon (%21)

e Pulmoner hipertansiyon (%7)
* Hemoptizi(%5)

En sik semptom
Yanls tani ¢ok fazla
(Astim/KOAH)

Tek/cift tarafli
Tekrarlayici

Silotoraks
Genellikle sag tarafli



Normal

Karar LAM
klinige tanisini
gore dislatmaz




TEDAVI

 Bronkodilatorler

Rehabilitasyon

Asilamalar (influenza, Pnémokok)

Sirolimus /Evorolimus (mTOR inhibitor)

Ploredez (ilk pnomotoraksta, VATS-ablasyon ile)

Akciger transplantasyonu (Olumlu sonuclar- rektrrens)



e Sirolimus Tedavisi
* Sirolimus kan duzeyi

* 18.06.2019: Sirolimus (Rapamycin) 10 ng/ml ( 4-20 ng/ml)
* 01.08.2019: Sirolimus dizeyi 10.7

* Transplantasyon merkezine yonlendirildi



TEDAVI 3. AY 12. AY 24. AY
ONCESI KONTROLU KONTROLU KONTROLU

FVC %
FVC (L)
FEV1 %
FEV1 (L)
FEV/FVC
DLCO

DLCO %

2.86

54

1.75

61

1.24

13

66.76

2.5

47.22

1.54

61.74

2.95

31

3.26

50

1.55

48

8.61

42

3.06

56

1.75

61.5

1.54

17



OLGU-2

*TG, 25 Y, E
* Sikayeti: Nefes Darlig

* Hikayesi: Son birkac aydir eforla gdéguste sikisma hissi
* Aliskanliklar: Ginde 2-3 adet

* FM: Sp0O2: %97(oda havasinda), NBZ:87/dk, Solunum sesleri dogal



Tetkik Kodu - Adi Sonug

704230 - REVERSBILTELISFT -- Pred Pre %Pre/Pred Post $Pst/Prd %Pst/Pre %Chng
701230 - REVERSIBILITELI 5.F.T. - FVC 5.49 2.32 42.2 2.63 47.3 13.24
701230 - REVERSBILITELIS FT -FEV 1 4,61 1.44 31.3 1.59 34.5 10.35
701230 - REVERSIBILITELI 5.F.T. - FEWV1%M 22.71 55.36 66.9 @0.69 73.4 9.63
701230 - REVERSIBILITELI S.F.T. - PEF 10.25 4.1% 40.8 4.79  46.7 14.59
701230 - REVERSIBILITELI 5.F.T. - MEF 75 5.74 l.as 21.7 2.26 25.9 19.4%6
701230 - REVERSIBILITELI 5.F.T. - MEF 50 5.77 0.74 12.8 0.94 1§.3 27.03
701230 - REVERSIBILITELI 5.F.T. - MEF 25 2.76 0.44 15.9 0.47 16.9 €.25
701230 - REVERSIBILITELI S F.T. - MMEF 5.16 0.73 14.2 0.3F 16.7 17.41
701230 - REVERSIBILITELI S.FT. - FEW3%E 92.23 44,326 -3.43

701230 - REVERSIBILITELI 5.F.T. - FEV1%6
701230 - REVERSIBILITELI 5.FT. - FEVE

701230 - REVERSIBILITELI SF.T. - FET 4.43 3.70 -16.35
704230 - REVERSIBILITELI 5. F.T. - FIV1 2.50 2.46 -1.34
701230 - REVERSIBILITELIS.F.T. - FIWV1%F 95.71 63.493 -1.86
701230 - REVERSIBILITELI 5.F.T. - FEF 25 2.22 2.26 1.50
701230 - REVERSIBILITELI S.FT. - FEF50% 38.78 35.381 -7.66
701230 - REVERSIBILITELI 3 F.T.- PIF 3.26 3.14 -3.68
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* SiZCE HANGISI?
* Radyolojik Tani yeterli

* |leri tetkik yapalim



» Anamnezi derinlestir!!!
» Cok su icme ve cok idrara ¢cikma

» 3 yildir kasiklarinda, koltuk altinda ve sac aralarinda kizarik, kasintili sulu
lezyonlar ile cildiye basvurusu ve coresatin kullanimi



Koltuk alti ve sacli deriden alinan punch biyopsi:

Langerhans Hucreli Histiyositozis ile uyumlu
BRAF mutasyonu+




» PET/BT:

»Skalpta diffliz hipermetabolik goriinim

»Sol skapula glenoid diizeyde izlenen fokal hipermetabolik goriinim (suv
max:5.7) kemik tutulumu dusindirmektedir

»Tum kemik iliginde diffiiz artmis FDG tutulumu

> Ki biyopsisi: Normal

»Endokrinoloji konsiiltasyonu: Klinik ve laboratuvar bulgulari Dl ile
uyumliu



 BRAF mutasyonu ve sistemik tutulum mevcut

* VINBLASTIN + METILPREDNIZOLON (PET/BT’de skalpte yanit!!)
* Minirin puff 1x1

* Vinblastine intolerans gelismesi ile tedavi degisikligi

« VEMURAFENIB TEDAVISI
* Minirin puff 1x1
* Akciger Transplantasyonu merkezine yonlendirildi



> PLHH genc yetiskinlerde gorilen nadir IAH

»Sigara icimi ile arasinda glicll bir nedensel iliski vardir

»Hastalar nonspesifik semptomlar ve tekrarlayan PX ile basvurabilirler
» DI, cilt ve kistik kemik lezyonlari pulmoner hastaliga eslik edebilir

> Ki tutulumu gorilebilir



*Nodiil ve kistler
*Ust loblar

PLHH muhtemel,
taniy1 dogrulamak
icin BAL

* Alternatif tanilar diistin
*§-100 ve CD1A boyama
*3 ayda bir HRCT




Patoloji

»PLHH’un patolojik hiicre tipi
Langerhans hucreleri

» Langerhans hiicreleri
»monosit makrofajdan farklhlasir
»soluk sitoplazmali
» Birbeck granilleri
»S-100 proteini ile (+)
>CD1 a (+) (*)

»PLHH’de kiimeler halinde

'{-55(&‘¥"15\* S ”\'_ .E--' ..._‘
lﬂs‘,.;\f),(‘:f ‘hﬂi‘ e
‘/\ } -f “ . S

¢ Langerhans hicreleri,
eozinofiller, lenfosit,
| notrofil, alveolar




»Radyografik Bulgular: Karakteristik, Tanisal degil
»Nodiller (2-10 mm)
» Retikller opasiteler
> Ust zonlarda kist veya balpetegi
» Korunmus akc volimleri
» Kostofrenik acinin korunmasi

»HRCT: Bulgular kombine edildiginde tanisal (genc, sigara, Uist orta
zonlarda multiple kist ve noddiller )

»Seri HRCT: nodul~— kavite —kist



Subtype Definition

Unifocal

Solitary lesion involving any
organ

Single-system pulmonary

Isolated lung involvement
(predominantly smoking
related)

Single-system multifocal

=1 lesion involving any organ

Multisystem

=2 organ/system involvement




* MG, 41Y,E

* Hikayesi: Sol gbguste batmalar olmasi sikayetiyle Canakkalede cekilen
BT'de bir kismi kavitelesen noduller goriilmesi ile yonlendirildi. Uzun
zamandir devam eden ishal ataklari, ates ve kilo kaybi

* Aliskanliklari: Smoker

* Meslek: Celikhanede calisiyormus. Demir tozu maruziyeti var
« Ozgegmis: Ozellik yok

* Soygecmis: Abide tiroid ca, baba kolon ca ex.

* SFT: NORMAL,
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TEDAVI

Single-system pulmonary LCH

23. Cessation of smoking, vaping, inhalation of marijuana or other substances is recommended as first-line A
therapy for single-system PLCH.

24, Systemic therapy is recommended for single-system PLCH in the presence of progressive disease A
(regardless of smoking status) or for stable disease with clinically significant respiratory symptoms or
dysfunction.

25. For patients who develop advanced single-system PLCH refractory to or ineligible for systemic A

treatments, lung transplantation referral should be undertaken.

Multifocal and multisystem LCH

26. For multifocal osseous LCH, recommended treatments are radiation therapy (<3 lesions safely B
amenable to radiation), bisphosphonates, or systemic chemotherapy.

27. For multifocal cutaneous LCH, recommended treatments are topical therapy, oral low-dose weekly B
methotrexate = prednisone/6-MP, hydroxyurea, or IMiDs.

28. For multisystem LCH or extensive/refractory multifocal single-system LCH, systemic chemotherapy B
agents such as cladribine, cytarabine, or vinblastine + prednisone are recommended.

29. For LCH involving the brain parenchyma, first-line treatment with chemotherapy with cladribine or A
cytarabine is recommended.

30. For LCH refractory to first-line treatment or with end-organ dysfunction (e.g., neurologic impaiment, A
sclerosing cholangitis), alternate conventional treatment or targeted therapies (BRAF or MEK

inhibitors) should be implemented.  \/emurafenib veya trametinib

Goyal G, et al. International expert consensus recommendations for thediagnosis and treatment of Langerhans cell histiocytosis in adults.
Blood 2022 Apr 28;139(17):2601-2621.



OLGU-3

* ET, 36 y, K hasta

* Sikayeti: Oksuirtik, cabuk yorulma ve ara ara batar vasifli sirt agrilari
» Ozgecmis: Bir kez urtiker nedeniyle acil basvurusu

* Soygecmis:
* Yegeni bobrek kanseri
* Annede astim

* Fizik Muayene:
* Sp02:%99(oda havasinda), NBZ:83/dk

* Boyunda ve her iki koltuk altinda deriden kabarik bir kismi sapli
fibromlar

e Solunum sesleri dogal



AKCIGER'GRA

%
A
n

* SFT: | S5 1f )
FVC: 4.7 (%154) | |
FEV1:3.9(%144)
FEV1/FVC:%81
DLCO:6.91(%84)
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« ONTANINIZ NEDIR?

e [LERI TETKIK ISTEYELIM MI?



* Birt-Hogg-Dubé sendromu, follikilin proteinini kodlayan timor
baskilayici gende (FLCN geni) mutasyonlarin neden oldugu, nadir
gorilen kalitsal otozomal dominant bir hastaliktir

e E:K=1

e 3-4. dekadda

* Tani: Radyolojik bulgular, aile 6yklsu ve FLCN gen mutasyonu tespiti
* Tedavi: Tedavi yok

* Periyodik renal tarama

* Genetik danismanlik
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OLGU-4

* KG, 54 yas, K hasta
 Sikayeti: Sirt agrisi, eforla nd, hirilti

* Hikayesi: 2-3 senedir sikayetleri mevcut.1 yil once Covid gegirmis,
YBU’de ekstlibe olarak takip edilmis. Covid sonrasi sikayetlerde artis
olmus

e Sigara: 4 pkt/yil(exsmoker)
« Ozgegmis: HT

* Kullandigi ilaglar: Diltizem 60 mg tb 1x1, coraspin 100 mg tb 1x1,
Montelukast tb 1x1 kullaniyor (covid sonrasi baslanmis)



Im: 3Im: Im: 41, Im: «Im: Im: 5Im: 5:Im: 59)Im: 63 Im: 7Z1Im: Im: 82/151 A AR
Se: 2(1Se: Se: 20:Se: :Se: Se: 2Se: 20Se: 201Se: 20 Se: 20Se: .Se: 201 (o
06.04.1968 F

YEDIKULE GOG.HAST.VE GOG.CERRAHI E.A.H.

5326

BT, Akciger, yuksek rezolusyonlu .| (R06.0) Dispne

Barzankim, iDose (4)

Parankim

WL:= WL: WL -6lWL:” WL:WL: -WL: -€WL: -6(WL: -6 WL: -eWL: WL: -600 : 1600 [D] 332mA 100kV
T:2.0T: 2°T: 2.0 Tz 2.T: 2T: 2.CT: 2.01T: 2.0 T: 2.0nT: 2.01T: 2. T: 2.0mm’L: 7395 .6mm S TR RN 31.12,2021 18:54:52




* Kollajen doku belirte¢leri: Negatif
* Batin MR: NORMAL
* SFT:

* FVC:2,16(%82)

* FEV1:1,80(%82)

« FEV1/FVC:79

« DLCO:19,48(%63)

* 6DYT: 352M (SpO2 baslangic %100 bitis:%91)



* BAL:

* Lenfosit:%17
Notrofil: %19
Eozinofil:1
Makrofaj: %56
CD4/CD8:10,9
CD1A:0,5



« ONTANINIZ NEDIR, ILERI TETKIK ISTER MISINIZ??



BULGULAR SUBAKUT HIPERSENSITIVITE PNOMONISI

iILE UYUMLUDUR




> J Comput Assist Tomogr. Jul-Aug 2003;27(4):475-8. doi: 10.1097/00004728-200307000-00003.

Lung cysts in subacute hypersensitivity pneumonitis

Tomas Franquet T David M Hansell, Taiwo Senbanjo, Martine Remy-Jardin, Nestor L Mdiller

Affiliations 4 expand
PMID: 12886127 DOI: 10.1097/00004728-200307000-00003

Abstract

Purpose: To determine the frequency of cystic lesions on high-resolution computed tomography (CT)
in patients with subacute hypersensitivity pneumonitis.

Methods: High-resolution CT scans in 182 patients with proven subacute hypersensitivity

pneumonitis were retrospectively evaluated for the presence of lung cysts. Patients with CT evidence
of emphysema or interstitial fibrosis and patients with connective tissue disease were excluded from
the study. Two thoracic radiologists reviewed the thoracic CT scans for the presence and location of

lung cysts.

Results: Thin-walled lung cysts were identified in 24 (13%) of 182 patients and ranged in size from 3
to 25 mm in maximal diameter. The patients included 16 men and 8 women (age range, 30-79 years;
mean age, 48 years). The cysts ranged from 1 to 15 in number (mean, 4 cysts) and had a random
distribution. Sixteen of the 24 patients also had areas of decreased attenuation and vascularity

consistent with air trapping.

Conclusions: Thin-walled cysts can be seen in a small percentage of patients with subacute
hypersensitivity pneumonitis. The cysts resemble those seen in lymphocytic interstitial pneumonia,

and their pathogenesis is uncertain.

* Meslek hastaliklari
konsultasyonu:
Hastanin oturdugu
evde yogun kuf
maruziyeti mevcuttur




Diseases that may cause pulmonary cysts

Centrilobular emphysema
Lymphangioleiomyomatosis

Langerhans cell histiocytosis

Lymphoid interstitial pneumonia

Pulmonary metastases (squamous/adenocarcinoma)
Cystic fibrohistiocytic tumour of the lung

Subacute (+ chronic) hypersensitivity pneumonitis
Barotrauma/ARDS

Pulmonary infection—pneumatocoeles
Desquamative interstitial pneumonia

Necrobiotic nodules (end stage)

Birt Hogg Dubé syndrome

Tracheal papillomatosis

Cystic mesenchymomas

Light-chain disease




DIKKATINIZ ICIN
TESEKKURLER .
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