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Laboratuar

U Hemogram U Blyokimya

V BK: 6600 VeNBY on Y3
VHb:15.9 gdL V Kreatin:0.79 mg/d|

V Hct 48.2 % VAST: 19 U/L

V PIt 216000 V ALT: 28 U/L

V CRP: 32 mg/(0-5)
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Go7ds duvar?, kemik yap?lar ve yumu?ak dokular normal gorinumdedir.
Bilateral retroareolar bélgede fibroglandiiler doku belirgin izlendi (Jinekomasti ).
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A Stepwise Diagnostic Approach to Cystic Lung Diseases
for Radiologists

Kyu-Chong Lee, MD*, Eun-Young Kang, MD, PhD*, Hwan Seock 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 ' No
Step 2: Are cysts solitary/localized ar 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 Radiologic Findings
Round .
Cyst oun , , Interfaced with normal lung
Well-defined thin wall (< 2 mm)
, I la p s o
Cavity T:?:iuw.;u. Within consolidation, mass, or nodule
Bull More than 1 cm in size A o4 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 visible walls

Central dot

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

Centrilobular emphysema Upper lung predominance

Lower subpleural lungs
Accompamied reticular pattern or traction bronchiectasis

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

N

A

13Q
C




Stepwise radiologic diagnostic approach to cystic lung diseases

Step 1: Are these lung cysts?

'- Yes ' No
Step 2: Are cysts solitary/localized or multiple /diffuse? [ Cavity ]
Bulla
_ _ Prneumatocele
Solitary/localized - - Multiple/diffuse Emph]'s.ema_
Honeycombing
l Cystic bronchiectasis
\, J
¥

lr“ﬂ

Step 4: What kind of associated radiologic findings? LAM
BHD
Modules - GGO

E

Congenital cystic lung diseases

Step 3: Are multiple/diffuse cysts assodated with other radiologic findings?
Incidental cysts
y Tes

&

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
prneumaonia, GGO = ground-glass opacity, LAM = lymphangioleiomyomatosis, LIP = lymphoid interstitial pneumania, PCP = pneumocystis jirovecii
preumonia, PLCH = pulmonary Langerhans cell histiocytosis



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

SRS e Cysts Characteristics Cysts Distribution Helpful Radiologic Findings
Numerous, uniform, round, Pneumothorax
2-10 mm in size Pleural effusion
Lymphangiolaiomyomatnsls o orh trin-wall DT, Symmatykaly Renal neoplasm
Within normal lung parenchyma Bone lesion

Multiple, variable size and shape
Lobulated, multiseptated,

L ipheral Pneumotho
Birt-Hogg-Dubé syndrome irregular in shape ower peripheral lungsand  Pneumothorax

o an R
Perceptible thin-wall along mediastinum enal neoplasm
Within normal lung parenchyma
Cysts with nodules
Centrilobular ibronchiola
Pulmonary Langerhans cell Bizarre and irregular shape Upper lung predominance, :\odules . ndo;:ienﬁestonc 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 : :
— Round or lobulated, small to Diffuse, peribronchovascular é"zzi’zs’::;ﬁ‘:mm"g
moderate size and/or subpleural
Thin-wall Lymph node enlargement
Cysts with ground-glass opacity
Pneumocystis jiroveci Variable in size, shape, and -
paeumonts well Silikriass Upper lung predominance Pneumothorax
Desquamative interstitial Small (usually < 2 cm), well defined Lower peripheral lung
pneumonia Thin imperceptible wall predominance - rF
i . g Nodules, interlobular septal
Lymphoid interstitial il e e NI aiontacing thickening, thickening of
- Thin-wall in lower lungs and along hicachovaacules hadtes
Fewer in number peribronchovascular bundle

Lymph node enlargement
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MR EKSTREM?TE TEK TARAFLI (SOL):

KL?N?K: Lezyon
BULGULAR:

Sol femur proksimal diafizde Iataralda kortekste hafif kal?nla?ma ve fistiil ile uyumiu
destruks 2 A\'da hiperintens DAG'da k7s?tlanan lezyon

izlendi stanmyalit lehine d&‘?erlendirlldl




Patoloji
raporu

opsi No B-1111/2016 Rapor Onay Tarihi  :19.04.2016 16.08

di Soyadi i ) Rapor Kes. Tarihi :19.04.2016 16:28
.C Kimlik No :~ ) Dosyano i..
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IK-BiYOPSI/ KURETAJ MATERYALI

KL?N?K ON TANI:Ew ing sarkomu?,Oskeomyalil? Sal femur proksimal diafizi lateral korteksteki kistik gdrinimid
kemik kitlesinin kiretaj?n?n ve piriilan gdrindmid iperi?i al?nd?7? patoloji mekdaridir,

MAKROSKOB?:Formol lespith yakia? 7k 20 cc kani? kilrete nitelikie bir k?sm? yumu?ak bir k?sm? hafil sen
tzeliikie materyalin timil takibe al?nd?{3K)

M?PKROSKOB?:

MAMUNOH ?STOK M YASAL BOY ALAR:
G'ye uygulanan:

CD3:(+)

CD20:(-)

Kromogranin:(-)

Sinaptofizin:(-)

E'ye uygulanan:
MPO+)
Glikoforin:(+)
CD3:(+)

CD20:(+)
CD34:Nonspaesifik
PanCK:Antikor yok

TANL
SOL FEMUR BTYOPS?: YORUMU OKUYUNUZ

Yorum:Gdnderilen maleryalde asil lakip ve kesil kusuru nedeniyie tekrar i7lem (retakip) uygulanm?? olup

optimal kesitler akda Bdlm&m"ll Mevcul kesitlerde kemik trabekiiberi ve cavre kas ve ba? dokusu alanlar?
maveultur.Bu alanlarda kaslar aras?na da giran mik st inflamasyon

sbz konusudur. Wﬂl“k radyolojik korelasyon ve gere?i halinde pablop
rekonsilasyo .
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Special Report

International expert consensus recommendations for the
diagnosis and treatment of Langerhans cell histiocytosis
in adults

Gaurav Gnya|.1 Abdellatif Tazi,®* Ronald S. Go,* Karen L. Rech,® Jennifer L. Picarsic,” Robert Vassallo,” Jason R. "r"nung.E'
Christian W. Cox,® Jan Van Laar,™'" Michelle L. Hermiston,!” Xin-Xin Cac,'® Polyzois Makras, 314 Gragory Kaltsas,"® Julien Haroche,'®
Matthew Collin,”” Kenneth L McClain,"® Eli L Diamond,'®* and Michasl Girschikﬂ[ﬁkym"'
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Medical history

Constitutional: favars, night sweats, fatigue, headache, myalgias
HEENT: double vision, blurry vision, decreased hearing, ear
fullness, otitis, gingival recession, oral ulcers
Cardiovascular: dyspnea, erthopnea

Pulmonary: dyspnea, cough, chest pain

Musculoskeletal: bone pain, back pain

Lymph: lymphadenopathy

Gastrointestinal: diarrhes, melena

Dermatologic: rash, skin ulceration

Endocrine: polydipsia/polyuria, decreased libido
Neurologic: ataxia, dysarthria, seizures, cognitive decline
Psychiatric: deprassion, anxiety

Hadtuluglcal evaluation

Pulmonary LCH

High-resolution CT chest

Fu1rn¢n functmn tasts
; s of organ involvement:

MHI brmn wuh cuntrast and!ur MRI salla turcica

MRI spine for vertebral involvement

Right heart catheterization

CT chast, abdomen, and pelvis with contrast

US abdomen (liver/spleen)

MRCP/ERCP- if LFTs abnormal or ducts dilated on CT/US

EKG- prior to BRAF-inhibitor treatment

Trans-thoracic echocardiogram—if suspicion for pulmenary hypertension

Trans-thoracic echocardiogram - prior to MEK-inhibitor treatment

Physical examination

HEENT: swelling, lump, ear canal erythema, recessed gingiva
Lymph: lymphadenopathy

Skin/scalp: erythematous rash, scaly lesions, subcutaneous
nodules, ulcerated lesions in crura and perineum

Pulmonary: wheezina. decreased air entrv

MNeurologic: disconjugate gaze, cranial nerve palsies, oculomotor
abnormalities, dysarthria, ataxic or magnetic gait

Subspecialty consultations as needsd

Neurclogy

Endocrinology

Dermatology- for disease assessment and prior to initiation of
BRAF or MEK inhibitor therapy

Ophthalmology- for disease assessment and prior to initiation of
MEK inhibitor therapy

Laboratory and ancillary evaluation

All patients:

Complete blood count with differential

Comprehensive metabolic panel including liver and kidney function assessments
C-reactive protein

Morming urine and serum osmolality

Morming serum cortisal

TSH and free T4

BRAF-V&00 genotyping (in lesional tissue)

Next generation sequencing of lesional tissue in BRAF-VAD0-wild type cases

for MAPK pathway mutations

Fusion assay

Selected patients based on symptoms, organs involved, or laboratory abnormalities:

Water deprivation test - if suspicien for DI

FSH/LH, prolactin, with testosterone (males) and estradiol (females) - symptoms or pituitary
involvement on MR

IGF-1- suspected growth hormone deficiency

Bone marrow biopsy - if CBC abnormal

Right heart catheterization- if suspicion for pulmonary hypertension in pulmonary LCH



Table 1. Consensus recommendations for the diagnosis and management of adult LCH

Consensus

Statement recommendation
number Consensus statements category
Diagnosis
1. A biopsy of lesional tissue is recommended Ie».ren in circumstances of highly suggestive clinical and A

imaging features to confirm LLH diagnosis and establish BRAF or another MAPK-ERK pathway

mutational status. Cases of single-system PLCH with typical radiolegic findings and clinical context

are a reasonable exception, although a biopsy is recommended in these cases as well.
2. LCH should be considered in the presence of characteristic clinical/radiologic features (Table 3), even B

when a histopathologic review is equivocal. Molecular analysis of tissue for BRAF and MAPK-ERK

pathway mutations can be helpful in the diagnosis of questionable lesions.

3. |I Baseline full-body (vertex-to-toes) FDG-PET/CT Jincluding the distal extremities, is recommended to aid B
in diagnosis and denning the extent ol disease.

4, [Organ-specific imag";ll_g (CT, MRI) is recommended fo further assess involved sites of disease based on A
initial imaging studies.

5. MRI of the brain with gadolinium, with a dedicated examination of the sella turcica, should be A
undertaken at diagnosis in cases with pituitary dysfunction or neurolegic symptoms.

6. In patients with suspected/confirmed PLCH] HRCT of the chest Ishculd be performed. A

7. In patients with single-system PLCH, a surgical lung bicpsy may be necessary to confirm the diagnosis if A

a bronchoscopic biopsy or other methods are nondiagnostic.

8. All patients with PLCH should undergg pulmonary function testing|(spirometry with lung volumes, A ]
diffusion capacity, and plethysmog v ] [ IS. i

2. All patients with PLCH wh | ormal diffusing capacity for carbon menoxide B
should undergo a resting transthoracic echocardiogram fo screen for pulmonary hypertension.
10. Right-sided heart catheterization and vasoreactivity testing should be considered in selected patients B

with echocardiographically demonstrated pulmonary hypertension to assess its severity and aid with
further management.




Olgu (2016 tarihli)

Hemogram
A WBC: 8720
A Hb: 16.6
A Hct 49.4
A PIt 263000

Biyokimya
A«NBY on
A Kr. 0.70
A AST: 32
A ALT: 48

A TSH: 3.17

A Serbest T3: 3.15
A Serbest T41.38
A CRP: 4.16

Ac¢TEXEI f
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Special Report

International expert consensus recommendations for the
diagnosis and treatment of Langerhans cell histiocytosis Multi-focal or multi-system LCH »
in adults

Clinical trial participation to be
considered when available

Critical organ involvement*?

R T LT

No Yes
Organ system BRAFV600E? «
involved?
Bone-only Skin-only Single-system Multi-systemn L
disease disease pulmonary LCH LCH Yes BRAF-inhibitor
Bisphosphonates, Topical therapy, . MEK-inhibitor

oral MTX, oral MTX, Smcktlrng No

hydroxyurea 6-MF, IMiDs cessation
PD
PD PD* v
No > ch h
PR v v emotherapy

<3 lesions? A » (Table 6)

h(

= PD

Radiothera
= Alternate chemotherapy
v v v agent from Table &
or
Relapsed/refractory LCH Targeted therapy

Figure 4. Treatment algerithm for adults with multifocal or multisystem LCH. Systemic therapy is indicated for patients with single-system unifocal disease invelving
critical argans or specific sites {nervous system, liver, spleen, etc). *Brain {esp. neurcdegenerative LCH), liver {esp. sclerosing cholangitis). Liver transplant consult far
sclerosing cholangitis. "Systemic therapy may be indicated in patients with symptomatic disease and unable to quit smoking. Lung transplantation referral should be
undertaken if not eligible for or refractory to systemic treatments. 4-MP, &-mercaptopurine; IMiDs, immunomodulatars (thalidemide, lenalidomide); MTX, methotrexate;
PD, progressive disease.



Initial Treatment: Course 1
111 1 11

Day 1

Week 1 2 3

LEGEND:

[T, PRED 40 mg/mPiday orally, weekly reduction aftor week 4

1 VBEL & ma'm?iv. bolus

Initial Treatment: Course 2

I N TR
oogggam,

Day 43

Waak 7

LEGEND:
D PRED 40 mg/m?day orally, waakly for 3 days iv. bolus

1 VBL & mg/m?iv. bolus

Continuation Treatment

! ! ! J !
E = = ==, ==
/

10 13 18 52

or 13 16 19 22

LEGEND:
- PRED 40mg/m2dorally day 1-5 of wesk (7, 10), 13, 16, 18
I VBL &mgm2div bolus g3 wesks

32

&MP 50 mg'mzd orally fior 12 months

12 months

LANGERHANS CELL HISTIOCYTOSIS

I HISTIOCYTE
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Histiocyte Society
Evaluation and Treatment Guidelines

April 2009
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LANGERHANS CELL HISTIOCYTOSIS

Hy=2

SOCIETY

Histiocyte Society
Evaluation and Treatment Guidelines

April 2009

FOLLOW UP INVESTIGATIONS AFTER END OF THERAPY

YEAR 1° YEARS 2- 5
Glimical examirasion Every & wesks Ewery & manths
Height, weight, pubertal status | Every § monshs Ewery & manths
Lab-eraminabions in patianis Every 3 menfhs Yaarly

withc have had nespecive cegan
imicivement: Biood count, ESR,
ireer and renal isnction tests,

Winne Cesrms iy

FAadicgraphs: of hone lesions: Only ¥ new iesiors | Onlly if new ke sions o
o reacirasen reactivation suspested
suspecisd

Audiokogy 0 patiends wish At 7 year A3 8 ypears

heshory of eanmasiod
e el

HR-CT, purmonary function
fzsis in pahents wath pulmonany
irramiee sl

Every & monihs

Oy if progression

Ulrascund in padents with Iver | Every 8 monfhs Yaarly
irrsciwemenl

Brain MAl in patienis with O or | AL Tyear Ewery 2 years
ather endocnnopainees o

patients with GRS risk lesions

Mewopsyochometric assssemant | 1 yaar Every 2 yoars

im patients with SRS
e el
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Tam : Kodu Adi
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COK KESYTL? BYLGYSAYARLI TOMOGRAF?
TORAKS

Teknik : 70 ml kontrast madde verilerek yap?lan cok kesitli BT tetki?inde;

Mide kardia diizeyi hafif odemli gorinumde izlendi (Gastrit ?).
Brakiosefalik vaskller yap?lar, trake ve ana bron?lar, dzefagus normal gorinimdedir.

Kalp ve ana vaskller yap?lar normal boyutlarda olup patoloji izlenmemi?tir.

Biiyii?ii sa? hiler bolgede k?sa aks? 1 cm 'yi gegmeyen LAP-lenf nodu izlendi.
Bilateral akci?er iist lob apikallerde plevral kal?nla?malar?n e?lik etti?i parankimal

fibrotik de?i?iklikler izlenmektedir.

Bilateral akci?erde paraseptal-sentriasiner amfizematoz de?i?iklikler izlendi.
Bilateral akci?er periferlerinde daha belirgin olmak lizere buzlu cam gériinimleri,
parankimal fibrotik de?i?iklikler bal pete?i akci?er gortntumleri izlendi (?nterstisiyel

akci?er hastal??? ?).

Aort ve ana dallar?nda yer yer aterosklerotik kalsifik de?i?Ziklikler izlendi.
Bilateral akci?erlerde milimetrik boyutlu birka¢ adet kalsifik-nonkalsifik pulmoner nodiil

izlenmektedir.

Sa? akci?Zer st lobda 4 mm boyutunda birka¢ adet pulmoner nodiil izlendi.
Sa? akci?er minor fissiirde bant atelektazi izlendi.

Sol akci?er major fissiirde nodiiler plevral kal?nla?ma izlendi.
Go7us duvar?. kemik van?lar ve vumu?ak dokular normal adérindmdedir.



SFT
AFVC: %72, FEV1/FVC: %87

A DLCO: %55
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Baba Adi tHIDIR Bagvuru No 17924268

Kurumu : EMEKLI SANDIGI GENEL MUDURLUGU Dogum Yeri - Tarithi  :ELAZIG - 1962
Bolum 1 GOGUS HASTALIKLARI KLIMIGI Doktor ERDAL IM .

Istem Tarihi :02.04.2019(16644521) Istem Kabul Tarihi :02.04.2019(909330)
Hizmet - Rapor Ik Kayit Tarihi :10.04.2019 09:56
SIVI BAZLI SITOLOJI

MAKROSKOB?:Kapta génderilen 30 cc kirli beyaz renkli mayi (2PAP 2MGG)

MPKROSKOB?:

-Bron? epitel hucreler

-?tihap hucreler
-Histiyosit%%60-65
-Paolimorf ndweli [okosit %2530
Lenfosit %5-10
-Eozinofil %1-2

H?STOKTMYASAL BOYALAR:
MGG

TANI:
BRONKOALVEOLAR LAVAJ STTOLOJ?ST
-AKT?F KROMN?K LT?HABT REAKSTYON
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