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PNH 

ÅHematopoietik ƪǀƪ ǾŜȅŀ ǇǊƻƎŜƴƛǘǀǊ ƘǸŎǊŜƴƛƴ 
ƪŀȊŀƴƤƭƳƤǒΣ klonal ama malign olmayan ƘŀǎǘŀƭƤƐƤŘƤǊ 

 

Å 1-2/ 106κȅƤƭ 

 

ÅXΩŜ ōŀƐƭƤ PIG-A genindeki somatik mutasyonlar GPI 
ōŀƐƭƤ ǇǊƻǘŜƛƴƭŜǊƛƴ ŜƪǎƛƪƭƛƐƛƴŜ ƴŜŘŜƴ ƻƭǳǊ  

Å9ǊƛǘǊƻǎƛǘƭŜǊŘŜƪƛ DtL ōŀƐƭƤ /5рр ǾŜ /5рф ŜƪǎƛƪƭƛƐƛ 
nedeniyle kompleman ŀǊŀŎƤƭƤ hemoliz ǀƴƭŜƴŜƳŜȊ 

 



PNH 

 

ÅTƴǘǊŀǾŀǎƪǸƭŜǊ hemoliz 

ÅSitopeniler  

ÅTromboz 

ÅKronik, sistemik, ilerleyici 

 



PNH 

¸ŀǒŀƳƤ ǘŜƘŘƛǘ ŜŘƛŎƛ 
 

Å  р ȅƤƭƭƤƪ mortalite %35 

Åмл ȅƤƭƭƤƪ mortalite %50 

ÅMorbidite ve mortaliteyi ŀȊŀƭǘƳŀƪ ƛœƛƴ ŜǊƪŜƴ ǘŀƴƤ 
ǀƴŜƳƭƛŘƛǊ 

 

Hillmen P NEJM 1995 
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мф ȅ 9 IŀǾŀ IŀǊǇ !ƪŀŘŜƳƛǎƛ ǀƐǊŜƴŎƛǎƛ 
!ƐƤǊ ŜƎȊŜǊǎƛȊ ǎƻƴǊŀǎƤ ŀǒƤǊƤ ȅƻǊƎǳƴƭǳƪ ǾŜ ǘǸƪŜƴƳƛǒ ƘƛǎǎŜǘƳŜ 
Kola rengi idrar 
Acil servis 
Hb 7,4 gr/dl, Htc % 24 OEH 88fl 
[ǀƪƻǎƛǘ роллκƳƳ3, bǀǘǊƻŦƛƭ 2800/mm3, TR 388,000/mm3 

Anemi parametreleri  
{5  руҡƎκdl  ¢5.Y офлҡƎκdl Ferritin 21ng/ml 
B12 292 FA 5,6  
Retik  ҈мл   5ǸȊŜƭǘƛƭƳƛǒ  Retik  %5,3  
LDH: 6800  id bil 2,5 
Haptoglobin  лΣлм Ҩ  

Direk 
Coombs 
negatif  

Coombs negatif hemolitik anemi 
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DŜƴƛǘƻǸǊƛƴŜǊ sistem USG Normal 
Tam idrar tetkiki ƘŜƳŀǘǸǊƛ yok (Hb+) 
н Ǹ 9{ ǘǊŀƴǎŦǸȊȅƻƴǳ ȅŀǇƤƭƳƤǒ 
 

March ƘŜƳƻƎƭƻōƛƴǸǊƛǎƛ ŘǸǒǸƴǸƭŜǊŜƪ ƛǎǘƛǊŀƘŀǘ ǀƴŜǊƛƭƳƛǒ 
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!ǒƤǊƤ ōƛǘƪƛƴƭƛƪ ǾŜ ƪƻȅǳ ǊŜƴƪƭƛ ƛŘǊŀǊ ŘŜǾŀƳ ŜŘƛƴŎŜ ȅŜƴƛŘŜƴ 
ōŀǒǾǳǊƳǳǒ 
оΦ ōŀǎŀƳŀƪ ǎŀƐƭƤƪ ƳŜǊƪŜȊƛƴŜ ƎǀƴŘŜǊƛƭƳƛǒ 

Hb 9,6 gr/dl, 
[ǀƪƻǎƛǘ унолκƳƳ3, bǀǘǊƻŦƛƭ 4600/mm3, TR 256,000/mm3  
Kre  2,1 mg/dl  LDH 5100 U/L 
Renal USG normal, renal ven trombozu yok 
 

PNH ? 
FLAER  
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9ƴ ŀȊ н ŦŀǊƪƭƤ DtL-ōŀƐƭƤ ǇǊƻǘŜƛƴ ŜƪǎƛƪƭƛƐƛƴƛƴ н ŀȅǊƤ 
ƘǸŎǊŜ ǎŜǊƛǎƛƴŘŜ ƎǀǎǘŜǊƛƭƳŜǎƛ  ƎŜǊŜƪƭƛŘƛǊ 
9ƴ ǳȅƎǳƴ ƘǸŎǊŜƭŜǊ ƎǊŀƴǸƭƻǎƛǘƭŜǊ ve monositlerdir 

Borowitz MJ Cytometry B Clin Cytom 2010 

!YLa {T¢ha9¢wT 
 

    tbI ǘŀƴƤǎƤƴŘŀ Ŝƴ Ƙŀǎǎŀǎ ǾŜ ƎǸǾŜƴƛƭƛǊ ǘŀƴƤ 
metodudur 

    GPI-ōŀƐƭƤ ǇǊƻǘŜƛƴƭŜǊŜ ōŀƐƭŀƴŀƴ monoklonal 
antikorlar  

     veya 

     5ƻƐǊǳŘŀƴ DtL œƤǇŀǎƤƴŀ ōŀƐƭŀƴŀƴ FLAER  

     (FLoresan AERolizin) 



DǊŀƴǸƭƻǎƛǘƭŜǊƛƴ 
҈фуΩƛ /5рр ǾŜ 
/5рф ǘŀǒƤƳƤȅƻǊ 

Normal 
ƎǊŀƴǸƭƻǎƛǘƭŜǊ 

DǊŀƴǸƭƻǎƛǘ CD16/CD24           Monosit CD14 
                              CD33, CD15 



C[!9w !ƴŀƭƛȊƛ ƛœƛƴ ǀǊƴŜƪ ƴŀǎƤƭ 
ƎǀƴŘŜǊƛƭƳŜƭƛŘƛǊ Κ 
 

Periferik ƪŀƴ ǀǊƴŜƐƛ  95¢!ΩƭƤ ǘǸǇǘŜ ƎǀƴŘŜǊƛƭƛǊΦ !ƴŀƭƛȊ 
ƪŀƴ ŀƭƤƴŘƤƪǘŀƴ ǎƻƴǊŀ нп-пу ǎŀŀǘ ƛœƛƴŘŜ ȅŀǇƤƭƳŀƭƤŘƤǊΦ 
mǊƴŜƪ ƻŘŀ ƤǎƤǎƤƴŘŀ нп ǎŀŀǘΣ Ҍп х/ΩǘŜ 48 saat 
saklanabilir 
 

!ƪƤƳ sitometrik  œŀƭƤǒƳŀƭŀǊƤƴ ƪŜƳƛƪ ƛƭƛƐƛƴŘŜƴ 
ȅŀǇƤƭƳŀǎƤ ǀƴŜǊƛƭƳŜƳŜƪǘŜŘƛǊ 



Perifer ƪŀƴ ŀƪƤƳ sitometrik inceleme: 
 

DǊŀƴǸƭƻǎƛǘ %87, Monosit %42 PNH klonu 

!ƐƤǊ hemoliz ōǳƭƎǳƭŀǊƤ ƎǀǎǘŜǊŜƴ ƪƭŀǎƛƪ ǘƛǇ tbI 
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Kategori TƴǘǊŀǾŀǎƪǸƭŜǊ 
hemoliz  

YŜƳƛƪ ƛƭƛƐƛ !ƪƤƳ sitometri Eculizumab 
ȅŀƴƤǘƤ 

Y[!{TY tbI !ƐƤǊ bƻǊƳƻǎŜƭǸƭŜǊ , 
eritroid hiperplazi 

.ǸȅǸƪ tbI 
Klonu >%50 

Var 

.ŀǒƪŀ ōƛǊ YT 
¸9¢a9½[TFT 
SENDROMU 
zemininde  
bulunan PNH 

Hafif YŜƳƛƪ ƛƭƛƐƛ 
ȅŜǘƳŜȊƭƛƐƛ 
Aplastik anemi 
5ǸǒǸƪ Ǌƛǎƪƭƛ a5{ 

DŜƴŜƭƭƛƪƭŜ ƪǸœǸƪ 
PNH klonu <%10 

Genellikle yok 
Hemolizi fazla 
ƻƭŀƴ ōŀȊƤ 
ƘŀǎǘŀƭŀǊ ȅŀƴƤǘ 
verebilir 

{¦.Y[TbTY tbI Hemoliz 
bulgusu yok 

YŜƳƛƪ ƛƭƛƐƛ 
ȅŜǘƳŜȊƭƛƐƛ 
Aplastik anemi 
5ǸǒǸƪ Ǌƛǎƪƭƛ a5{ 
 

4ƻƪ ƪǸœǸƪ tbI 
klonu <%1 

Yok 

tbI Řŀ ƪƭƛƴƛƪ ǎƤƴƤŦƭŀƴŘƤǊƳŀ 

Int PNH Interest Group Parker C Blood 2005 



tbI Řŀ ǘŜŘŀǾƛ ȅŀƪƭŀǒƤƳƤ 

    Asemptomatik/hafif 
semptomatik 

  

Å¢ŜŘŀǾƛǎƛȊ ȅŀƪƤƴ ǘŀƪƛǇ 

      

 Klasik PNH 

ÅAntikompleman C5 
(Eculizumab) 

 

Å Allojeneik 
hematopoietik ƪǀƪ 
ƘǸŎǊŜ ƴŀƪƭƛ 

 



Eculizumab ǘŜŘŀǾƛǎƛ ƛœƛƴ ǀƴŜǊƛƭŜǊ 

Å̧ ǸƪǎŜƪ IŀǎǘŀƭƤƪ 
aktivitesi 

 

Hemoliz bulgusu 

[5I җмΣр ·  

Å!ǒŀƐƤŘŀƪƛƭŜǊŘŜƴ Ŝƴ ŀȊ ōƛǊƛ 

Yorgunluk 

Bitkinlik 

IŜƳƻƎƭƻōƛƴǸǊƛ 

YŀǊƤƴ ŀƐǊƤǎƤ 

Dispne 

Anemi <10 g/dl 

Trombotik olay 

Disfaji 

Erektil disfonksiyon 



9ŎǳƭƛȊǳƳŀō ǘŜŘŀǾƛǎƛ ƛœƛƴ ǀƴŜǊƛƭŜǊ 

hǊƎŀƴ ƘŀǎŀǊƤ ōŜƭƛǊǘƛ ǾŜ ōǳƭƎǳƭŀǊƤ 
 
Tromboz 
.ǀōǊŜƪ ŦƻƴƪǎƛȅƻƴƭŀǊƤƴŘŀ ōƻȊǳƪƭǳƪ 
Pulmoner Hipertansiyon 
Hayat kalitesinde bozulma 
                          Bitkinlik 
                          !ƐǊƤ 
                          Disfaji 
                          Erektil disfonksiyon 



Eculizumab ve profilaktik ŀƴǘƛƪƻŀƎǸƭŀƴ ǘŜŘŀǾƛ ǀƴŜǊƛƭƳƛǒ 

¢ǊŀƴǎŦǸȊȅƻƴ ƛƘǘƛȅŀŎƤ ōǳƭǳƴŀƴ ŀƐƤǊ hemoliz ōǳƭƎǳƭŀǊƤ 
.ǀōǊŜƪ ƘŀǎŀǊƤ ōǳƭƎǳƭŀǊƤ 

Iŀǎǘŀ ǊŜŘŘŜǘƳƛǒ 
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 ƛŘŘŜǘƭƛ ōƛǘƪƛƴƭƛƪΣ ƻƪǳƭŘŀƪƛ ŜƎȊŜǊǎƛȊ ǇǊƻƎǊŀƳƭŀǊƤƴŀ ƪŀǘƤƭŀƳŀƳŀ 
{ƤƴŀǾ ǇŜǊŦƻǊƳŀƴǎƤƴŘŀ ŀȊŀƭƳŀ  
Erektil disfonksiyon 
 
Hb 7,5 g/dl ƻǊŀƭ ŘŜƳƛǊ ŘŜǎǘŜƐƛΣ  [5I нрлл-5000 U/L 
Kreatinin ƴƻǊƳŀƭ ŘŜƐŜǊƭŜǊŜ ƎŜǊƛƭŜƳƛǒ  
TŘǊŀǊ dipstick  testi ǇǊƻǘŜƛƴǸǊƛ (+) 
 

¢ŀƴƤŘŀƴ м ȅƤƭ ǎƻƴǊŀ transtorasik ekokardiyografide pulmoner 
ŀǊǘŜǊ ōŀǎƤƴŎƤƴŘŀ ŀǊǘƤǒ όпт mmHg) 

Eculizumab ǘŜŘŀǾƛǎƛ ōŀǒƭŀƴƳƤǒ 
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Eculizumab ǘŜŘŀǾƛǎƛ ōŀǒƭŀƴŘƤƪǘŀƴ ǎƻƴǊŀ ƘŀŦǘŀƭŀǊ ƛœŜǊƛǎƛƴŘŜ             
hemoliz ōǳƭƎǳƭŀǊƤ ƎŜǊƛƭŜƳƛǒ 
9ƴŜǊƧƛ ǎŜǾƛȅŜǎƛ  ōŜƭƛǊƎƛƴ ƻƭŀǊŀƪ ȅǸƪǎŜƭƳƛǒ 
¢ŜŘŀǾƛƴƛƴ пΦ ŀȅƤƴŘŀ pulmoner ŀǊǘŜǊ ōŀǎƤƴŎƤ ƴƻǊƳŀƭŜ ƎŜƭƳƛǒ 
 
YƻƴǘǊƻƭ ŀƪƤƳ sitomerik inceleme: 
PNH DǊŀƴǸƭƻǎƛǘ %98,7  Eritrosit %78 

DŜǊƛ ŘǀƴǸǒǎǸȊ ǎƻƴ ƻǊƎŀƴ ƘŀǎŀǊƤ ƎŜƭƛǒƳŜŘŜƴ ǀƴŎŜ ǘŜŘŀǾƛȅŜ 
ōŀǒƭŀƴƳƤǒ ƻƭƳŀǎƤ Ƙŀȅŀǘ ƪǳǊǘŀǊƤŎƤ ƻƭŀōƛƭƛǊ 
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PNH da bitkinlik  

 

ÅPNH ƘŀǎǘŀƭŀǊƤ ǎƤƪƭƤƪƭŀ ŀƴŜƳƛ ŘŜǊŜŎŜǎƛƴŘŜƴ ƻǊŀƴǘƤǎƤȊ ƛǒ 
ƎǀǊŜƳŜȊ ƘŀƭŜ ƎŜǘƛǊƛŎƛ ōƛǘƪƛƴƭƛƪǘŜƴ ȅŀƪƤƴƤǊƭŀǊ  

 

ÅIŀǎǘŀ ǘǊŀƴǎŦǸȊȅƻƴ ŘŜǎǘŜƐƛƴŜ ǊŀƐƳŜƴ ǾŜ Hb ŘǸȊŜȅƛ 
(10 gr/dlύ ƛƭŜ ƻǊŀƴǘƤǎƤȊ ǒƛŘŘŜǘƭƛ ȅƻǊƎǳƴƭǳƪ ǎŜƳǇǘƻƳƭŀǊƤ 
ƎǀǎǘŜǊƛȅƻǊ  



Bitkinlik {ƪƻǊƭŀƳŀǎƤ 

¢wL¦atI 4ŀƭƤǒƳŀǎƤƴŘŀ ŜŎǳƭƛȊǳƳŀōƤƴ ōƛǘƪƛƴƭƛƪ ǸȊŜǊƛƴŘŜ Ŝǘƪƛǎƛ 



NO ŜƪǎƛƪƭƛƐƛ tbIΩƴƛƴ ǇŜƪ œƻƪ ǎŜƳǇǘƻƳǳƴǳƴ ǘŜƳŜƭƛƴƛ 
ƻƭǳǒǘǳǊǳǊ 

Adapted from Rother RP et al. JAMA 2005;293:1653-62 

D¿z kas tonusu disreg¿lasyonu 

NOônun aracēlēk ettiĵi cGMP yoluyla sinyal iletimi azalēr 

NO eksikliĵi  

Vazokonstriksiyon 
Gastrointestinal 

kasēlmalar 

Trombosit aktivasyonu  

Trombosit agregasyonu 

Fibrinojen yēkēm 

¿r¿nlerinde artēĸ 

TAT komplekslerinde 

artēĸ 

Pulmoner hipertansiyon 

Sistemik hipertansiyon 

Erektil disfonksiyon 

Lokal vazokonstriksiyon 

Karēn aĵrēsē 

Disfaji 



ÅKronik hemoliz ǾŜ ƘǸŎǊŜ ŘƤǒƤ ǇƭŀȊƳŀ hemoglobini 
Y.IΩȅŀ neden olur   

ÅPNH ƘŀǎǘŀƭŀǊƤƴŘŀ ŀƴŜƳƛ ŘŜǊŜŎŜǎƛƴŘŜƴ ōŀƐƤƳǎƤȊ 
olarak renal defektler ƎǀǊǸƭƳŜƪǘŜŘƛǊ Υ 

ïKortikal ƛƴŦŀǊƪǘǸǎ ǾŜ ƛƴŎŜƭƳŜΣ ƻōǎǘǊǸƪǎƛȅƻƴΣ 
ƳƛƪǊƻǾŀǎƪǸƭŜǊ tromboz 

ïDefektif ǘǸōǸƭŜǊ Ŧƻƴƪǎƛȅƻƴ όŘŜƳƛǊ ōƛǊƛƪƛƳƛƴŜ ōŀƐƭƤύ 

ïTnterstisyel skar dokusu 

PNH da KǊƻƴƛƪ .ǀōǊŜƪ IŀǎǘŀƭƤƐƤ 

1. Parker C et al. Blood 2005;106:3699-709; 

2. Rother RP et al. JAMA 2005;293:1653-62; 

3. Clark DA et al. Blood 1981;57:83-9; 

4. Hillmen P et al. Am J Hematol 2010;85:553-9; 

5. Nishimura JI et al. Medicine (Baltimore) 2004;83:193-207; 

6. Rosse WF, Nishimura J. lnt J Hematol 2003;77:113-20  



 

ÅPNH ƘŀǎǘŀƭŀǊƤƴƤƴ %64ΩǸƴŘŜ Y.I ōǳƭǳƴǳǊ  

ïIŀǎǘŀƭŀǊƤƴ% 21ΩƛƴŘŜ  ƛƭŜǊƛ ŜǾǊŜ  ōǀōǊŜƪ ȅŜǘƳŜȊƭƛƐƛ 
ǾŀǊŘƤǊ (KBH evre 3ς5) 

Å.ǀōǊŜƪ ȅŜǘŜǊǎƛȊƭƛƐƛ tbI ƘŀǎǘŀƭŀǊƤƴ ȅŀƪƭŀǒƤƪ               
%8-18ΩƛƴŘŜ ǀƭǸƳ ƴŜŘŜƴƛ ƻƭŀǊŀƪ ōŜƭƛǊƭŜƴƳƛǒǘƛǊ  

PNH da Kronik .ǀōǊŜƪ IŀǎǘŀƭƤƐƤ 



ÅIŀŦƛŦκƻǊǘŀ ŘǸȊŜȅŘŜ  

ÅTƭŜǊƭŜȅƛŎƛ dispne ve bitkinlik 

Å!ƐƤǊ tI¢ ǎƤƪƭƤƪƭŀ pulmoner TE ile birliktedir 

 

Patogenez 

ÅSubklinik ƳƛƪǊƻǘǊƻƳōǸǎƭŜǊ 

ÅbƛǘǊƛƪ ƻƪǎƛǘ ŀȊŀƭƳŀǎƤ 

 

PNH da Pulmoner Hipertansiyon 



PNH da Pulmoner Hipertansiyon 

Hill A Br J Haematol 2010 

 

Å҈ пт ƻǊŀƴƤƴŘŀ ŀǊǘƳƤǒ NT-proBNP  җ мсл pg/ml  

 

Å  {ŀƐ ǾŜƴǘǊƛƪǸƭ 9C ŀȊŀƭƳŀǎƤ ό҈улύ 

      Subklinik PE (%60) 

Å .ǳ ōǳƭƎǳƭŀǊ ǘǊŀƴǎŦǸȊȅƻƴ ōŀƐƤƳƭƤƭƤƐƤ ƻƭƳŀƪǎƤȊƤƴ 
ƎŜƭƛǒŜōƛƭƛǊ      

 



PNH da Pulmoner Hipertansiyon 
Eculizumab tedavisi 

¢wL¦atI 4ŀƭƤǒƳŀǎƤ Hill A et al Br J Haematol 
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Åпп ȅ  Y 9Ǿ ƘŀƴƤƳƤ 

Å ƛŘŘŜǘƭƛ ōŀǒ ŀƐǊƤƭŀǊƤ όҦbǀǊƻƭƻƧƛύ 

ÅMR Angio: Serebral ƪŀǾŜǊƴǀȊ ǎƛƴǸǎ trombozu 

Å!ƴǘƛƪƻŀƎǸƭŀƴ tedavi 

 

ÅmȅƪǸΥ 5ŜƳƛǊ ŜƪǎƛƪƭƛƐƛ ŀƴŜƳƛǎƛ  

 

ÅTrombofili testleri isteniyor ve hematolojiye 
ȅǀƴƭŜƴŘƛǊƛƭƛȅƻǊ 
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ÅLaboratuar  

ÅHb 6,7 gr/dl  OEH 68fL  

Å[ǀƪƻǎƛǘ плллκƳƳ3,N 2500/mm3, TR 523,000/mm3 

ÅIŜƳŀǘƻƭƻƧƛȅŜ ŘŀƴƤǒƤƭƤȅƻǊ 

 

 {5муҡƎκdl  {5.Y пссҡƎκdl  
Ferritin 8 
Vit B12 380 Folik asit 8,7 

5ŜƳƛǊ ŜƪǎƛƪƭƛƐƛ ŀƴŜƳƛǎƛ  
Oral demir tedavisi 

Biyokimya 
LDH 413  d/id bil 2,5/1,8 
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Å4 hafta sonra kontrolde 

ÅHb 7,2 g/dl Ferritin 15 ng/ml 

ÅTrombofili testleri 

CŀƪǘǀǊ ± Leiden mut neg 
Protrombin gen mut neg 
Antitrombin III normal 
Antifosfolipid ŀƴǘƛƪƻǊƭŀǊƤ neg 
Lupus ŀƴǘƛƪƻŀƎǸƭŀƴ neg 
 



Trombozla gelen hangi hastaya PNH 
ǘŀǊŀƳŀǎƤ ȅŀǇŀƭƤƳ Κ www.pesg.org 

Tipik Lokalizasyon 

Atipik lokalizasyon 
!œƤƪƭŀƴŀƳŀȅŀƴ 
wƛǎƪ ŦŀƪǘǀǊǸ ƻƭƳŀȅŀƴ 
               ғпрȅŀǒ 

Hemoliz yok Hemoliz var  

Sitopeni(ler) var 

!ƴǘƛƪƻŀƎǸƭŀƴ ǘŜŘŀǾƛȅŜ ŘƛǊŜƴœ ǾŀǊ 

 
FLAER ile  
PNH Klonu 
ǘŀǊŀƴƳŀƭƤŘƤǊ 
 
 



5ŜƳƛǊ ǘŜŘŀǾƛǎƛƴŜ ȅŀƴƤǘǎƤȊ ǾŜ semptomatik anemi  
9{ ǘǊŀƴǎŦǸȊȅƻƴǳ  
н ȅƤƭ ǎǸǊŜǎƛƴŎŜ ŀȅŘŀ мǸ 9{ ǘǊŀƴǎŦǸȊȅƻƴ ƎŜǊŜƪǎƛƴƛƳƛ 
YŜƳƛƪ ƛƭƛƐƛ ōƛȅƻǇǎƛǎƛ 

¢ǊŀƴǎŦǸȊȅƻƴŀ ƎŜǊŜƪǎƛƴƛƳƛ  ƻƭŀƴ ƪƭŀǎƛƪ tbI 
Serebral ven trombozu 

Eculizumab  
!ƴǘƛƪƻŀƎǸƭŀǎȅƻƴ: Warfarin 

FLAER 
PNH DǊŀƴǸƭƻǎƛǘ %52, Monosit %48 

Eritroid seride hiperplazi 

Olgu-2 



ÅTromboz tbIΩŘŜ ǀƴŘŜ ƎŜƭŜƴ ǀƭǸƳ nedenidir  

 

ïPNHΩŘŜ mortalitenin %40-стΩǎƛ trombozdan ƪŀȅƴŀƪƭŀƴƤǊ   

ïTƭƪ trombotik ƻƭŀȅƤ ƛȊƭŜȅŜǊŜƪ ǀƭǸƳ Ǌƛǎƪƛ р-мл ƪŀǘ ŀǊǘƳƤǒǘƤǊ  

ï.ŀǒƭŀƴƎƤœ ōǳƭƎǳǎǳ ƻƭŀǊŀƪ ƴŀŘƛǊ ƎǀȊƭŜƴƛǊΦ IŀǎǘŀƭƤƪ ǘŀƪƛōƛƴŘŜ 
%40 ƪŀŘŀǊ ƘŀǎǘŀŘŀ ƎŜƭƛǒƛǊ 

ÅPNH Klon boyutu >%50-60 olan hastalar tromboz ŀœƤǎƤƴŘŀƴ Ŝƴ 
ȅǸƪǎŜƪ ǊƛǎƪŜ ǎŀƘƛǇǘƛǊ ŀƴŎŀƪ ƪƭƻƴ ōƻȅǳǘǳ ƪǸœǸƪ όғ҈нлύ ƻƭŀƴ 
hastalarda da tromboz ƎǀǊǸƭŜōƛƭƳŜƪǘŜŘƛǊ 

ÅABD ve Avrupa  > Asya 
 

 
 

 

PNH da TROMBOZ 
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4. Lee, JW et al. Haematologica 2010;95(s2):205-6, abs 0505;  
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PNH da TROMBOZ 

±9bm½  %85 
Å Intraabdominal venler  
            %60-70 
       Hepatik ςBudd Chiari  
                 όŜƴ ǎƤƪύ 
        Portal,splenik, 
        mezenterikΧ 
Å Serebral  
          %10-20 
         Sagital ve ƪŀǾŜǊƴǀȊ ǎƛƴǸǎ 
Å Derin ven trombozu 
Å Pulmoner tromboemboli 
Å Dermal ven ǘǊƻƳōƻȊƭŀǊƤ 

 

!w¢9wT¸9[  %15 
 
 
Å Koroner arterler 
Å Serebral arterler 

 
DŜƴœ miyokard ƛƴŦŀǊƪǘǸǎǸ 
DŜƴœ ǎŜǊŜōǊƻǾŀǎƪǸƭŜǊ olay 



PNH da TROMBOZ 

 

ÅAsemptomatik ό¢ŜǎŀŘǸŦŜƴύ 

ÅAsit, siroz (Budd-Chiari S) 

ÅSplenomegali, hipersplenizm (Portal vn , splenik vn) 

ÅYŀǊƤƴ ŀƐǊƤǎƤ ŀǘŀƪƭŀǊƤ ǾŜ mukozal ǸƭǎŜǊƭŜǊ -
ƳƛƪǊƻǾŀǎƪǸƭŜǊ trombozlar 

 

 



PNH da TROMBOZ 

ÅSerebral ven trombozu 
Katastrofik olay veya sinsi ōŀǒŀƐǊƤǎƤ 
 
мр ƘŀǎǘŀƭƤƪ ƻƭƎǳ ǎŜǊƛǎƛ όпср tbI ƘŀǎǘŀǎƤ мффл-2012) 
Å4ƻƐǳ ƪŀŘƤƴ όмнκмрύ Hormonal Ǌƛǎƪ ŦŀƪǘǀǊǸ όсκмнύ  
Å Beraberinde hepatik vn trombozu (3/15) 
Å.ŀǒƭŀƴƎƤœ ōǳƭƎǳǎǳ όпκмрύ 
Å!ƪǳǘ ŘǀƴŜƳŘŜ м Ƙŀǎǘŀ ƪŀȅōŜŘƛƭƳƛǒ 
ÅOrtanca ǎŀƐƪŀƭƤƳ ф ȅƤƭ 
Åс ȅƤƭŘŀ trombozun ǘŜƪǊŀǊƭŀƳŀ ƻǊŀƴƤ ҈рл  
ÅbǸƪǎƭŜǊ ƪǀƪ ƘǸŎǊŜ ƴŀƪƭƛ ǾŜȅŀ ŀƴǘƛ kompleman tedavisi almayan 
ƘŀǎǘŀƭŀǊŘŀ ƎǀǊǸƭƳǸǒ 

ÅmƭǸƳ ƴŜŘŜƴƛ ǎƤƪƭƤƪƭŀ hepatik vn trombozu  

 
Elodie M Medicine 2015 



Eculizumab ǘŜŘŀǾƛǎƛ ŀƭǘƤƴŘŀ  
Hb ŘǸȊŜȅƭŜǊƛ ȅǸƪǎŜƭƳƛǒ 
Bitkinlik skorunda ve hayat kalitesinde belirgin 
ƛȅƛƭŜǒƳŜ ƻƭƳǳǒ 
9ǊƛǘǊƻǎƛǘ ǎǸǎǇŀƴǎƛȅƻƴǳ ǘǊŀƴǎŦǸȊȅƻƴ ƎŜǊŜƪǎƛƴƛƳƛ  
ƪŀȅōƻƭƳǳǒ 
.ŀǒƪŀ tromboz ƻƭŀȅƤ ȅŀǒŀƳŀƳƤǒ 

рΦ ȅƤƭƤƴ ǎƻƴǳƴŘŀ ŀƴǘƛƪƻŀƎǸƭŀƴ ǘŜŘŀǾƛ ƘŀǎǘŀƴƤƴ ƛǎǘŜƐƛ 
ǸȊŜǊƛƴŜ ƪŜǎƛƭƳƛǒ 

Olgu-2 


