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Ç ƅŰŴŷŷŶ ƅŰŷŲŹ ƃūŴƅ ŴƅſƃƁ ƃŰŽ ūſŰƃ
 ŸŴŴƃŰŽ ŸŴŴŰųŴŬ ŷƄ żŷųū ƅŰŽƁŹūŬ

)1835(

Ç Vegatations Vasculaires= Small 
vascular of papulous appearance, 
widespread growths distributed on 
the boseand around the mouthó 

Pierre Francois 
Olive Rayer



Ç ŷƄ ŰŮŴŹŷƅ ŴŻŹƃŭ ŭŰŷŰƅſŬŰŶƃŴŰ  Ÿŭ ƃƄū
ů ƅŷŲŹ ƅū źŴŴſū-NF

Ç ƃųſŻƄ ƂŰŻŴƅ ŴŭŰŷŰƂŴŻŭ żŻŶŬ ƃūŴƅ"  ŵŰƅ
ƅŰŹŴƄŻ ƃſżŹ"  ŸŴŷŰŮŴŭ ŰūƁŹŻ ŰƅŲŴƅŻŬŰ

 ŷŮŰŭŶ ŸŴƂŷŲ ŬŷŬ"ůŻŰŴ ŷƄ ůƁŴŬ "  ŰŹŶ
 ŸŭŸŴƃŰűŴū ŷƄ"żŴżŰƃŷƂż "  ŲŰŹŬ

Friedrich Daniel 
Von 

Recklinghausen
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Ç  ůŷŲŹů ƅū ƃūŴƅƄ ŴƅſƃƁ ŭŰŷŰƃŴŰŻ
Ŷ ůŻŰƄūƃŷ-tuberous sclerosis

Ç  ŬŰŶŴŽ ŸŽ ůƃŽŻ žŴŷŲŹ ūſŰƃ ƃŰƅŬ ůůŴű
 ůŲŴƃſů ŸŽ ŸŴżŰŶƃſŰ ŴƅŰŲƅſƅů

ƅŴŻŴŴſŰūů
ÇŲŰŹŬ ŸŴŴųŰƃŷƂż ŸŴūƁŹŹ ůůŴű
Ç                                                                                                 ŸŴŴƃƂŹ Ÿů ŸŴŴƃŰŽů ŸŴŽŭŻůƄ ŬƄŲ

Desire-Magloire
Bourneville
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Ç  ůŻŰƄūƃŷ ƃūŴƅ ŸƁŽŬƄ ŴŻŹƃŭ ŭŰŷŰƃŴŰŻ
  ƅū ƃƁŴŰ ŸŴūƁŹŹů źŴŬ ƃŰŬŴŲů ƅū

ůŮūŴƃųů ŰŹƄ ŷŽð

ÅůŴżſŷŴſū
ÅŴƅŰŲƅſƅů ŬŰŶŴŽ
ÅAdenoma Sebaceum

 ƅŰŻƄŬ Ƃƃů-70 ƄŴŷƄŹ ƅŰŲſ ƂƃƄ ŰŻŴŬů
 ŷŽ ŸŴŻŰŽůŮūŴƃųů  ƅŰŻƄŷ ƄŴ źŶŷŰ ůūŰŷŹŬ

ŸŴŻŰŴƃųŴƃƂů ƅū                                                                                                                             .

Henrich Vogt
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Ç1910ð ƅŴųŻŭ ůŷŲŹŬ ƃŬŰŮŹ ŴŶ ůŻŬů)  ůŲſƄŹŰ ŸŴŹŰūƅ
ƅŰƃŰŮ ƄŰŷƄ ŸŽ(

Ç1918ð ƅŰŬƃŰŽŹ ŷƄ ŴŰůŴűƅŴƅūŴƃ)LAM (  űū ůżŲŰŴƄ
 ŸŴŷŰŮŴŭ ŷƄ ƅŰƃŰƃŭŷŸŴŴƅŴŷŶ

Ç1932ð ŸŴŴųżŴųŰū ŸŴŻŴŴſūŹ ŷƄ ŴŰůŴű)  ƄŹƅƄůŷ ŴŷŬŹ
ŴŰųŴŬŬ(ŸŴŷſŰųŹů ƃŰūŴƅŬ ŸƂŷŲŬ ŸŴŴƃŰŽ ŸŴŽŭŻ ŷƄ ŴŰůŴűŰ

Ç ů ƅŰŻƄð30ð ŴŶ ŴŰůŴűůŴƁųŻŹŭŴſŰſŴůŸŴŷſŰųŹŬ ůŽŴſŰŹ
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Ç ŸŴŽŬƃūů ƅŰŻƄðŬ ƄŰŹŴƄ-TSC  ƃŬŰŮŹ ŴŶ ůŻŬůŬ
 żƂŷſŹŰƂŬ(Sylvan Moolten)

Ç ŸŴƄŴŹŲů ƅŰŻƄð
ÅEkerrats(Reider Eker, Norway)
ÅŸŴżŰŶƃſŬ ŷŰſŴųŷ ŸŴŭƃŰƃŴŶŰƃŴŰŻ ŲŰƅŴŻŷ ůŴƁſŰū ŴŰůŴű

Ç ƅŰŻƄ ŸŴƄŴƄůð ŴŷŽŬ Ÿů ŸŴŷſŰųŹůŹ ƄŴŷƄ ŷŽŹ ŴŶ ŴŰůŴű
IQŷŴŭƃ.

Çů ƅŰŻƄ-70ð
Å ŷƄ ƃƄƂů ŴŰůŴűInfantile spasms
ÅTwo hit hypothesis
ÅŬ ƄŰŹŴƄ-US)76(Ű-CT)77 (ŸŴŷŰŲŬ
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Ç1979ð  ƃſż ŷƄ ůŻŰƄūƃŷ ůūƁŰů
 ƅŰŴŰŲŹƅůů Ŵƅƅ ŷŶ ƅū ƃŬŲŹů

 ƃƂŲŬTSC źŴŬ ƅŰŻŰƄů ƅū źŴŬůŰ
  ŷƄ ƅŰƃƄſūů ƅūŰ ŸŴƃƂŹů

ŴŷƂ ŸŴƃƂŹ
Ç1988ð  ůƃŰŮůŹŬ ŸŰżƃſ

  ůŻŲŬūŷ ŸŴŻŰŴƃųŴƃƂ ŷƄ ůŴŴŻƄů
ð  ƅŰŴſŴƁſż ŷƄ ůŶŰſů ůŴŽŬ

 ůŶŰŹŻ)ŴųŻŭů źŰŲŬūů ƅū ŬŶŴŽ  .(
ƅŰŬƃ ƅŰŴűŴŬƃ ƃŬŽ
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Manuel Gomez
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1987- ŴŶ ŴŰůŴűTsc1 ŸŰűŰŹŰƃŶŬ ŸƂŰŹŹ9
1992ð ƄŴ ŴŶ ŴŰůŴűƃŰűŴū ŸŰűŰŹŰƃŶŬ žżŰŻ16
1993ð ŷƄ źŭů ŴŰſŴŹTsc2
1995ð ŷƄ źŰŬŷŲů ŴŰůŴűTsc2 ðtuberin
1997ð źŭů ŷƄ ŴŰůŴűTsc1 źŰŬŷŲŰhamartin
2002ðƅŴŻŴŷƂ ŴƃƄſūŷ ŵſŰů ŴųŻŭ ŴŰůŴű



˧˦ˮˠˢ ˳ˣ˶ˬˢ

-ŸŴŴżŰſŴų ūŷ Űū ŸŴŷƂ ŸŴƃƂŹ ŴŰůŴű ƃƄſūŹ

-ƅŴƁŲŹŶŬůƄŮŲ ůŴƁųŰŹŬ ƃŬŰŮŹ

-Ŭ-15%ůŴƁųŰŹů ƅū ŸŴůűŹ ūŷ ŸŴųŴƂů

-ůƂŴūűŰŹ



˭ˣˮˠˮˬˢ ˸ˮ˟ˢ



˭ˣˮˠˮˬˢ ˸ˮ˟ˢ



˭ˣˮˠˮˬˢ ˸ˮ˟ˢ



 ˧˪˲ˣ˦ˬ˟ ˢ˧˪˩ ˸˪˥ˬ ˸ˣ˟˧˷˥TSC

Kingswood et al, Nephrol Dial Transplant. April 25, 2018.



˟ ˧˸˧˧˪˩ ˧ˣ˦˧˟ ˸ˣ˥˧˩˷-TSC

- ŷŽŹŷ80%ŴƅŴŴŷŶ ŴŰųŴŬ ƄŴ ŸŴŷſŰųŹůŹ

-ůƄŽŹŷ , ŸŴŴƂ ůűŸŷŰŶ ŷƁū!

- ŸŴŲŴŶƄůðAngiomyolipoma , ůŷŲŹƅŴųżŴƁ)50%(

- ŸŴŷſŰųŹŬ ůŽŴŭſŷ ƅŴűŶƃŹů ůŬŴżůŸŴƃŭŰŬŹŶ

- ŴűŶƃŹ ŸƃŰŭ ƅŰūŴƃŬů ƅūƁŰůŷƃŭŰŬŹů ŷŴŭŬ

-ŷ-40% ůŴůƅ ŴƅŴŴŷŶů ŮŰƂſƅŬ ƅŹŮƂŰŹ ůŮŴƃŴ)ƅŰųżŴƁ(



Kingswood et al, Nephrol Dial Transplant. April 25, 2018.

Angiomyolipoma

ŸůŴŴŲŷ ŸŴŽŬƃūů ƅŰŻƄ ŮŽ ŷŰſŴųŷ ŰƂƂŮűŴ ƅŴƁŲŹŶ



Angiomyolipoma

- ŴŷŶ ŷƄ ŸŴŬŴŶƃŸŮ /ƃŴƃƄ / ƅŹƂƃźŹŰƄ

- ƅƂŴŮŬŬ ŸŴůŰűŹ ūŷŰ źŹŰƄ ůŬƃů ŸŴŷŴŶŹ ūŷ ƄŴŷƄŶUSð

 ƅŴŹŰūŷŻŴŬ ůƁŷŹůŬ ƄŹƅƄůŷ-MRI ūŷŰ ůƂŴƃżŷUS.

- ůūƃŹŴųżŴƁ ŷŰŶŴ ƃŴūŹŹ ŷŰŮŴŭ ŸŽ ŷŬŷŬŷð ƃŴŮŻ ŮŰūŹ!



Angiomyolipoma

- ŸŮ ŴŷŶ ƅƃŴƁŴůŶŴŹƅ ūŷŷ ŸŴƂſżŹ

- ƄŴŷƄŶŰŹŹŮŴŷŰſŴų Űū ŬƂŽŹ ūŷŷ

- ŸŰŹŴŮŷ źŰŶŴż ŴŹƃŰŭðTsc2 ,ƅŰŻŬ , ŷū ŷŮŭ ŷŽŹ3ż"Ź

- ƅŰƃŴūŹŹ ƅŴŴųŻ ūŷŷ ūŷƄ Űŷū ŰŹŶTSC

-ůŴŷŶů ŸŽ ŸŴŷŮŭ ŬŰƃŷ ,ŷŰŮŭŷ ŰƂŴżſŴ ŸƅŴƁŲŹŰ



Angiomyolipoma

- ƅŴƃūƄ ůŴŷŶ ƅŹƂƃŬ ůŽŴŭſ ŽŰŻŹŷ!

-  ŴŬŶŽŹŬ ƄŰŹŴƄmTORźŰƄūƃ ŰƂŷ ŰŶſů
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1 .ƅŴųżŴƁŴŷŰſů ůƃŰƁůð

Å žżŰŻ źŭŬ ůŽŴŭſŷ ůƃŰƄƂPKD1

ÅŸŮ ƀŲŷ ƃƅŴŰ źƅƄ űŰŶŴƃŬ ŸŴŴƄƂ

ÅƃŭŰŬŹ ŷŴŭŬ ƅŴƅŰŽŹƄŹ ůŽŴŭſ
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2 . ůƃŰƁůƅŰŴųżŴƁůð

ÅŴųżŴƁŰƃƂŴŹ

ÅŴŷūƂŰſ

ÅŴųżŴƁŴŷƂŴųƃŰƂ

ÅŴųżŴƁŴųŷŰŹ



˫ˣ˩˧˯˪

ÇŵƃŮů ƅŷŴŲƅŬ Ƃƃ ŰŻŲŻū ,ŽŰŮŴů ŷŽ ƃƅżŻů ŬƃŰ

Ç ŴŬŶŽŹ ŷƄ ůſŴƄŲůmTORźŰŰŶŹ ŷŰſŴų ŷƄ ůŷŲƅůŶ

ÇŴŻŴŷƂŰ ŴżŴżŬ ƃƂŲŹŬ ƅŰŽƂƄůŬ ŴŰŷƅ ƅŰŹŮƂƅůů ŬƁƂ

ÇŸŴƃŰůů ŴŻŰŭƃū ŷƄ ůŹŰƁŽů ƅŰŬŴƄŲů

"


