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OLGU-1

Å/¢Σ нт ȅΣ YΣ ŜǾƭƛΣ м œƻŎǳƪƭǳ

Å ƛƪŀȅŜǘƛΥ bŜŦŜǎ 5ŀǊƭƤƐƤ

ÅHikayesi: 1-2  ȅƤƭŘƤǊ zaman zaman daha fazla ƘƛǎǎŜǘǘƛƐƛ nefes ŘŀǊƭƤƐƤ 
ȅŀƪƤƴƳŀǎƤ var

   mȊŜƭƭƛƪƭŜ  ƘƤȊƭƤ ȅƻƭ ȅǸǊǸŘǸƐǸƴŘŜΣ ŀƐƤǊ ǘŀǒƤŘƤƐƤƴŘŀ ǀƪǎǸǊǸƪ ǾŜ ƴŜŦŜǎ    
ŘŀǊƭƤƐƤ    ōŜƭƛǊƎƛƴƭŜǒƛȅƻǊ

ÅmȊƎŜœƳƛǒ: Tip 1 DM

Å!ƭƤǒƪŀƴƭƤƪƭŀǊƤΥ mȊŜƭƭƛƪ ȅƻƪ 



ÅFizik Muayene: 

Å{Ǉhн ҈фтόƻŘŀ ƘŀǾŀǎƤύΣ bΥ ффκdk, TA:110/70 mmHg

ÅClubbing (-) 

Å{ƻƭǳƴǳƳ ǎŜǎƭŜǊƛ ŘƻƐŀƭ

Åt¢m ό-/ -) 

Å5ƛƐŜǊ ǎƛǎǘŜƳ ƳǳŀȅŜƴŜƭŜǊƛ ŘƻƐŀƭ

ÅLaboratuvar: Hemogram ve Biyokimya: Normal 



01.03.2019



{h[¦b¦a ChbY{T¸hb ¢9{¢[9wT

ÅFVC: 2.86(%77)

ÅFEV1: 1.75(%54)

ÅFEV1/FVC: %61

ÅDLCO: 1.24(%13) 

Å6 dk ȅǸǊǸƳŜ ǘŜǎǘƛΥ пул ƳŜǘǊŜ όōŀǒƭŀƴƎƤœ {Ǉhн ҈фс ōƛǘƛǒ {Ǉhн҈ффύ 





Å{T½/9 I!bDT{T Κ

ÅwŀŘȅƻƭƻƧƛƪ ǘŀƴƤ ȅŜǘŜǊƭƛ

ÅTƭŜǊƛ ǘŜǘƪƛƪ ȅŀǇŀƭƤƳ



Copyrights apply



ÅBATIN MR: NORMAL

ÅVEGF-D BAKILAMADI

Å±!¢{ .T¸ht{T t[!b[!b5L



t!¢h[hWTY ¢!bL  
BULGU: A,B- !ƪŎƛƐŜǊ {ŀƐ «ǎǘ [ƻō PosteriorΣ {ŀƐ !ƭǘ [ƻō {ǸǇŜǊƛƻǊ Wedge Rezeksiyon: 
IŜǊ ƛƪƛ ǀǊƴŜƐƛƴ ƪŜǎƛǘƭŜǊƛƴŘŜ ŀƪŎƛƐŜǊ parankimal œŀǘƤƴƤƴ ƪƻǊǳƴŘǳƐǳ ǾŜ ōǊƻƴǒκ ōǊƻƴǒƛƻƭ 
ƻŘŀƪƭƤ ŦŀǊƪƭƤ œŀǇƭŀǊŘŀ ƪƛǎǘƭŜǊƛ œŜǾǊŜƭŜȅŜƴ ƘǸŎǊŜǎŜƭ ŀǊǘƤǒ Řƛƪƪŀǘƛ œŜƪƴŜƪǘŜŘƛǊ. Hava yolu 
ƳǳƪƻȊŀǎƤƴŘŀ ƻǾŀƭΣ ƛƐǎƛ ƘǸŎǊŜ ŀǊǘƤǒƤΣ ƭŜƴŦƻǎƛǘƭŜǊΣ ƎŜǾǒŜƪ stroma Řƛƪƪŀǘƛ œŜƪƳŜƪǘŜŘƛǊΦ 
TƴŦƛƭǘǊŀǎȅƻƴǳ œŜǾǊŜƭŜȅŜƴ parankimde hemosiderin ƛœŜǊŜƴ makrofajlar ōǳƭǳƴƳŀƪǘŀŘƤǊΦ 

IT{¢ht!¢h[hWLY ¢!bLΥ!Σ.- !ƪŎƛƐŜǊ {ŀƐ «ǎǘ [ƻō PosteriorΣ {ŀƐ !ƭǘ [ƻō {ǸǇŜǊƛƻǊ 
Wedge Rezeksiyon: Lenfangioleiomyomatozis. 

t!¢h[hWTY ¢!bL    Υ Lenfangioleiomyomatozis. 

twTa9w !b¢TYhw                                                       Taa«bw9!Y¢T±T¢9

SMA (CM001C) Biocare Medical                                 (+)

Desmin (E2574) Spring .ƤƻǎŎƤŜƴŎŜ U                                 (+)

PR (CRM 302 C) .ƤƻŎŀǊŜ Medical                                (+)

HMB45 (CM 078 C) .ƤƻŎŀǊŜ Medikal USA                                      (+)

{hb¦4Υ .ǳƭƎǳƭŀǊ ƳƻǊŦƻƭƻƧƛ ƛƭŜ ōƛǊƭƛƪǘŜ ŘŜƐŜǊƭŜƴŘƛǊƛƭŘƛƐƛƴŘŜ 
lenfangioleiomyomatozis ile uyumlu bulundu



TANIM
Å!ƪŎƛƐŜǊƭŜǊŘŜƪƛ ŘŀƳŀǊƭŀǊƤƴΣ ƭŜƴŦŀǘƛƪƭŜǊƛƴ ǾŜ ŀƭǾŜƻƭƭŜǊƛƴ ŘǳǾŀǊƤƴŘŀ ȅŜǊ 
ŀƭŀƴ ŘǸȊ ƪŀǎ ƘǸŎǊŜƭŜǊƛƴƛƴ ŀƴƻǊƳŀƭ ōǸȅǸƳŜǎƛƴƛƴ ȅƻƭ ŀœǘƤƐƤ 

ÅBilateral œƻƪ ǎŀȅƤŘŀ ŀƪŎƛƐŜǊ ƪƛǎǘƛƴƛƴ ƻƭǳǒƳŀǎƤ ƛƭŜ ƪŀǊŀƪǘŜǊƭƛ ǎƛǎǘŜƳƛƪ 
ƘŀǎǘŀƭƤƪ

ÅSporadik LAM ÅTuberoskleroz ƛƭŜ ƛƭƛǒƪƛƭƛ [!a

Å¢ǸōŜǊƻǎƪƭŜǊƻȊǳƴ Ŝǒƭƛƪ ŜǘƳŜŘƛƐƛ [!a

ÅHemen hepsi premenopozal 
ƪŀŘƤƴƭŀǊŘŀ

ÅMilyonda 3-8 ǎƤƪƭƤƪǘŀ

ÅYŀŘƤƴ ¢{/ ƘŀǎǘŀƭŀǊƤƴ Ŝƴ ŀȊ ҈олΩǳƴŘŀ 
ό҈улΩŜ ŘŜƪύ

ÅOtozomal dominant

Å9ǇƛƭŜǇǘƛƪ ƴǀōŜǘΣ ƻǘƛȊƳΣ ōƛƭƛǒǎŜƭ ōƻȊǳƪƭǳƪ 

Å5ŜǊƛ ƭŜȊȅƻƴƭŀǊƤ

Å .ŜȅƛƴΣ ƪŀƭǇΣ ƪŀǊŀŎƛƐŜǊ ǾŜ ōǀōǊŜƪǘŜ     
ƘŀƳŀǊǘŀƳŀǘǀȊ benign ǘǸƳǀǊƭŜǊ 





Klinik-PulmonerSemptomlar

ÅProgresifdispne(%70)

ÅSpontanǇƴǀƳƻǘƻǊŀƪǎ(%36)

ÅDǀƐǸǎŀƐǊƤǎƤ(%15)

ÅPlevralŜŦǸȊȅƻƴ(%21)

ÅPulmonerhipertansiyon(%7) 

ÅHemoptizi(%5)

En ǎƤƪsemptom
¸ŀƴƭƤǒǘŀƴƤœƻƪfazla
(!ǎǘƤƳ/KOAH)

Tek/œƛŦǘǘŀǊŀŦƭƤ
¢ŜƪǊŀǊƭŀȅƤŎƤ

 ƛƭƻǘƻǊŀƪǎ
GenellikleǎŀƐǘŀǊŀŦƭƤ



Serum VEGF-D

>800pg/dL

LAM ile 
uyumlu

Serum VEGF-D

600-800pg/dL

Arada

Karar 
ƪƭƛƴƛƐŜ 
ƎǀǊŜ

Serum VEGF-D

<600pg/dL

Normal

LAM 
ǘŀƴƤǎƤƴƤ 
ŘƤǒƭŀǘƳŀȊ



¢95!±T
Å.ǊƻƴƪƻŘƛƭŀǘǀǊƭŜǊ

ÅRehabilitasyon

Å!ǒƤƭŀƳŀƭŀǊ όTƴŦƭǳŜƴȊŀ, tƴǀƳƻƪƻƪ)

ÅSirolimus /Evorolimus (mTOR ƛƴƘƛōƛǘǀǊύ

ÅtƭǀǊŜŘŜȊ (ilk ǇƴǀƳƻǘƻǊŀƪǎǘŀ, VATS-ablasyon ile)

Å!ƪŎƛƐŜǊ ǘǊŀƴǎǇƭŀƴǘŀǎȅƻƴǳ όhƭǳƳƭǳ ǎƻƴǳœƭŀǊ- ǊŜƪǸǊǊŜƴǎ) 



ÅSirolimus Tedavisi 

ÅSirolimus ƪŀƴ ŘǸȊŜȅƛ

Å18.06.2019: Sirolimus (Rapamycin)  10 ng/ml ( 4-20 ng/ml) 

Å01.08.2019: Sirolimus ŘǸȊŜȅƛ млΦт 

Å¢ǊŀƴǎǇƭŀƴǘŀǎȅƻƴ ƳŜǊƪŜȊƛƴŜ ȅǀƴƭŜƴŘƛǊƛƭŘƛ



SFT ¢95!±T 
mb/9{T

3. AY 
Yhb¢wh[«

12. AY 
Yhb¢wh[«

24. AY 
Yhb¢wh[«

FVC % 77 66.76 92 86

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/FVC 61 61.74 48 61.5

DLCO 1.24 2.95 8.61 1.54

DLCO % 13 31 42 17



OLGU-2

ÅTG, 25 Y, E 

Å ƛƪŀȅŜǘƛΥ bŜŦŜǎ 5ŀǊƭƤƐƤ

ÅHikayesi: {ƻƴ ōƛǊƪŀœ ŀȅŘƤǊ ŜŦƻǊƭŀ ƎǀƐǸǎǘŜ ǎƤƪƤǒƳŀ Ƙƛǎǎƛ

Å!ƭƤǒƪŀƴƭƤƪƭŀǊΥ DǸƴŘŜ н-3 adet

ÅFM: {ǇhнΥ ҈фтόƻŘŀ ƘŀǾŀǎƤƴŘŀύΣ b.½ΥутκdkΣ {ƻƭǳƴǳƳ ǎŜǎƭŜǊƛ ŘƻƐŀƭ







Å{T½/9 I!bDT{TΚ

ÅwŀŘȅƻƭƻƧƛƪ ¢ŀƴƤ ȅŜǘŜǊƭƛ

ÅTƭŜǊƛ ǘŜǘƪƛƪ ȅŀǇŀƭƤƳ



üAnamnezi ŘŜǊƛƴƭŜǒǘƛǊΗΗΗ

ü4ƻƪ ǎǳ ƛœƳŜ ǾŜ œƻƪ ƛŘǊŀǊŀ œƤƪƳŀ

üо ȅƤƭŘƤǊ ƪŀǎƤƪƭŀǊƤƴŘŀΣ ƪƻƭǘǳƪ ŀƭǘƤƴŘŀ ǾŜ ǎŀœ ŀǊŀƭŀǊƤƴŘŀ ƪƤȊŀǊƤƪΣ ƪŀǒƤƴǘƤƭƤ ǎǳƭǳ 
ƭŜȊȅƻƴƭŀǊ ƛƭŜ ŎƛƭŘƛȅŜ ōŀǒǾǳǊǳǎǳ ǾŜ coresatin ƪǳƭƭŀƴƤƳƤ



Yƻƭǘǳƪ ŀƭǘƤ ǾŜ ǎŀœƭƤ ŘŜǊƛŘŜƴ ŀƭƤƴŀƴ punch biyopsi: 
 
Langerhans IǸŎǊŜƭƛ Histiyositozis ile uyumlu
BRAF mutasyonu+



üPET/BT: 

üSkalpta ŘƛŦŦǸȊ hipermetabolik ƎǀǊǸƴǸƳ
üSol skapula glenoid ŘǸȊŜȅŘŜ ƛȊƭŜƴŜƴ fokal hipermetabolik ƎǀǊǸƴǸƳ όsuv 
ƳŀȄΥрΦтύ ƪŜƳƛƪ ǘǳǘǳƭǳƳǳ ŘǸǒǸƴŘǸǊƳŜƪǘŜŘƛǊ
ü¢ǸƳ ƪŜƳƛƪ ƛƭƛƐƛƴŘŜ ŘƛŦŦǸȊ ŀǊǘƳƤǒ C5D ǘǳǘǳƭǳƳǳ

üYT ōƛȅƻǇǎƛǎƛΥ Normal

ü9ƴŘƻƪǊƛƴƻƭƻƧƛ ƪƻƴǎǸƭǘŀǎȅƻƴǳΥ Yƭƛƴƛƪ ǾŜ ƭŀōƻǊŀǘǳǾŀǊ ōǳƭƎǳƭŀǊƤ 5L ƛƭŜ 
uyumlu



ÅBRAF mutasyonu ve sistemik tutulum mevcut

Å±Tb.[!{¢Tb Ҍ a9¢T[tw95bL½h[hb (PET/.¢ΩŘŜ skalpte ȅŀƴƤǘΗΗύ
ÅMinirin puff 1x1

ÅVinblastine intolerans ƎŜƭƛǒƳŜǎƛ ƛƭŜ ǘŜŘŀǾƛ ŘŜƐƛǒƛƪƭƛƐƛ

Å±9a¦w!C9bT. ¢95!±T{T
ÅMinirin puff 1x1
Å!ƪŎƛƐŜǊ ¢ǊŀƴǎǇƭŀƴǘŀǎȅƻƴǳ ƳŜǊƪŜȊƛƴŜ ȅǀƴƭŜƴŘƛǊƛƭŘƛ



üt[II ƎŜƴœ ȅŜǘƛǒƪƛƴƭŜǊŘŜ ƎǀǊǸƭŜƴ ƴŀŘƛǊ T!I

ü{ƛƎŀǊŀ ƛœƛƳƛ ƛƭŜ ŀǊŀǎƤƴŘŀ ƎǸœƭǸ ōƛǊ nedensel ƛƭƛǒƪƛ ǾŀǊŘƤǊ

üHastalar nonspesifik ǎŜƳǇǘƻƳƭŀǊ ǾŜ ǘŜƪǊŀǊƭŀȅŀƴ t· ƛƭŜ ōŀǒǾǳǊŀōƛƭƛǊƭŜǊ

üDI, cilt ve kistik ƪŜƳƛƪ ƭŜȊȅƻƴƭŀǊƤ pulmoner ƘŀǎǘŀƭƤƐŀ Ŝǒƭƛƪ ŜŘŜōƛƭƛǊ

üYT ǘǳǘǳƭǳƳǳ ƎǀǊǸƭŜōƛƭƛǊ





Patoloji

üt[IIΩǳƴ ǇŀǘƻƭƻƧƛƪ ƘǸŎǊŜ ǘƛǇƛ 
Langerhans ƘǸŎǊŜƭŜǊƛ

üLangerhans ƘǸŎǊŜƭŜǊƛ 
ümonosit makrofajdan ŦŀǊƪƭƤƭŀǒƤǊ

üǎƻƭǳƪ ǎƛǘƻǇƭŀȊƳŀƭƤ

üBirbeck ƎǊŀƴǸƭƭŜǊƛ

üS-100 proteini ile (+)

üCD1 a (+) (*)

üt[IIΩŘŜ ƪǸƳŜƭŜǊ ƘŀƭƛƴŘŜ

Birbeck ƎǊŀƴǸƭƭŜǊƛ

Langerhans ƘǸŎǊŜƭŜǊƛΣ 
eozinofiller, lenfosit, 
ƴǀǘǊƻŦƛƭ, alveolar 
makrofajlar

CD1a



üwŀŘȅƻƎǊŀŦƛƪ .ǳƭƎǳƭŀǊΥ YŀǊŀƪǘŜǊƛǎǘƛƪΣ ¢ŀƴƤǎŀƭ ŘŜƐƛƭ
übƻŘǸƭƭŜǊ όн-10 mm)

üwŜǘƛƪǸƭŜǊ opasiteler

ü«ǎǘ zonlarda kist veya ōŀƭǇŜǘŜƐƛ

üYƻǊǳƴƳǳǒ akc ǾƻƭǸƳƭŜǊƛ

üKostofrenik ŀœƤƴƤƴ ƪƻǊǳƴƳŀǎƤ

üIw/¢Υ .ǳƭƎǳƭŀǊ ƪƻƳōƛƴŜ ŜŘƛƭŘƛƐƛƴŘŜ ǘŀƴƤǎŀƭ όƎŜƴœΣ ǎƛƎŀǊŀΣ Ǹǎǘ ƻǊǘŀ 
zonlarda ƳǳƭǘƤǇƭŜ ƪƛǎǘ ǾŜ ƴƻŘǸƭƭŜǊ ύ
ü{ŜǊƛ Iw/¢Υ ƴƻŘǸƭ        kavite        kist





ÅMG, 41 Y, E 

ÅHikayesi: {ƻƭ ƎǀƐǸǎǘŜ ōŀǘƳŀƭŀǊ ƻƭƳŀǎƤ ǒƛƪŀȅŜǘƛȅƭŜ 4ŀƴŀƪƪŀƭŜŘŜ œŜƪƛƭŜƴ 
BT'de ōƛǊ ƪƤǎƳƤ ƪŀǾƛǘŜƭŜǒŜƴ ƴƻŘǸƭƭŜǊ ƎǀǊǸƭƳŜǎƛ ƛƭŜ ȅǀƴƭŜƴŘƛǊƛƭŘƛΦ ¦Ȋǳƴ 
ȊŀƳŀƴŘƤǊ ŘŜǾŀƳ ŜŘŜƴ ƛǎƘŀƭ ŀǘŀƪƭŀǊƤΣ ŀǘŜǒ ǾŜ ƪƛƭƻ ƪŀȅōƤ

Å!ƭƤǒƪŀƴƭƤƪƭŀǊƤΥ Smoker 

ÅMeslek: 4ŜƭƛƪƘŀƴŜŘŜ œŀƭƤǒƤȅƻǊƳǳǒΦ 5ŜƳƛǊ ǘƻȊǳ maruziyeti var

ÅmȊƎŜœƳƛǒΥ mȊŜƭƭƛƪ ȅƻƪ   

Å{ƻȅƎŜœƳƛǒ: Abide tiroid ca, baba kolon ca ex. 

ÅSFT: NORMAL, 



PANCA, CANCA, RF, CCP: Negatif

BAL: %60 Makrofaj, %10 lenfosit, %13 
ƴǀǘǊƻŦƛƭ, /5м! ȊŀȅƤŦ ǇƻȊƛǘƛŦ

!œƤƪ ŀƪŎƛƐŜǊ ōƛȅƻǇǎƛǎƛΥ PLHH ile uyumlu





¢95!±T

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.

Vemurafenib veya trametinib



OLGU-3
ÅET, 36 y, K hasta 

Å ƛƪŀȅŜǘƛΥ mƪǎǸǊǸƪΣ œŀōǳƪ ȅƻǊǳƭƳŀ ǾŜ ŀǊŀ ŀǊŀ ōŀǘŀǊ ǾŀǎƤŦƭƤ ǎƤǊǘ ŀƐǊƤƭŀǊƤ

ÅmȊƎŜœƳƛǒΥ .ƛǊ ƪŜȊ ǸǊǘƛƪŜǊ ƴŜŘŜƴƛȅƭŜ ŀŎƛƭ ōŀǒǾǳǊǳǎǳ

Å{ƻȅƎŜœƳƛǒ: 
Å̧ ŜƐŜƴƛ ōǀōǊŜƪ ƪŀƴǎŜǊƛ
Å!ƴƴŜŘŜ ŀǎǘƤƳ 

ÅFizik Muayene: 
Å{ǇhнΥ҈ффόƻŘŀ ƘŀǾŀǎƤƴŘŀύΣ b.½Υуоκdk
Å.ƻȅǳƴŘŀ ǾŜ ƘŜǊ ƛƪƛ ƪƻƭǘǳƪ ŀƭǘƤƴŘŀ ŘŜǊƛŘŜƴ ƪŀōŀǊƤƪ ōƛǊ ƪƤǎƳƤ ǎŀǇƭƤ 

fibromlar
Å{ƻƭǳƴǳƳ ǎŜǎƭŜǊƛ ŘƻƐŀƭ



ÅSFT: 
ÅFVC: 4.7 (%154)

ÅFEV1:3.9(%144)

ÅFEV1/FVC:%81

ÅDLCO:6.91(%84)






