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AFVC: 2.86(%77)
AFEV1: 1.75(%54)
AFEV1/FVC: %61
ADLCO: 1.24(%13)
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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
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Mammalian Target of I—m
Rapamycin (mTOR)

Tuberous Sclerosis Complex (TSC)
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ASirolimusTedavisi

ASirolimus] 'y RNI S&A
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SFT ¢ 95! + T3 AY 12. AY 24. AY
mb/ 9{ TYhb¢wh([Yhbe¢wh[|Yhbe¢wh][ d
92 86

FVC % 77 66.76

FVC (L) 2.86 2.5 3.26 3.06
FEV1% 54 47.22 50 56
FEV1 (L) 1.75 1.54 1.55 1.75
FEV/IFVC 61 61.74 48 61.5
DLCO  1.24 2.95 8.61 1.54

DLCO % 13 31 42 17



OLGLR

ATG,25Y, E
A AIBST3& 51 NI PEP

AHikayesi{ 2y OANJ F o F8RPNJ STF2NI | 3l €1
Al f P61 IB/N yPREadedNIY

AFM:{ LIhHY 22 T 02 Rl KO I {aZPtydRyf dzys &S &4



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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(804150) BT, yuksek rezolusyonlu akciger | (J20) Akut bronsit

Parankim, iDose (4)

Parankim

WL: -6 WL: -60CWL: -60(WL: -eWL: -60WL: -600 \WL: -WL: -600 WW: 1600 [D] 276mA 100kV
T: 2.0nT: 2.0mnT: 2.0mrT: 2.0rT: 2.0mT: 2.0mm IT: 2.(T: 2.0mm L: -374.9mm 10.06.2019 16:30:25
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BRAF mutasyonu+
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ABRAF mutasyonu ve sistemik tutulum mevcut
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*Nodiil ve kistler
*Ust loblar

PLHH muhtemel,
taniy1 dogrulamak
icin BAL

* Alternatif tanilar diistin
*§-100 ve CD1A boyama
*3 ayda bir HRCT
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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
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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. Vemurafenih/eyatramEtinib

GoyalG, et al. Internationaéxpertconsensusecommendationgor thediagnosis and treatment of Langerhans bédliocytosign adults
Blood 2022Apr28;139(17):26022621.
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ASFT: y Sl \
AFVC: 4.7 (%154) L
AFEV1:3.9(%144)
AFEV1/FVC:%81
ADLCO:6.91(%84)
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