PeTnHobnactoma

PeTnHob6nacToMy AMarHOCTUPYIOT y 0AHOro 13 20 ThiC. HOBOPOXAEHHbBIX, OHA COCTaBNseT
2,5-4,5% BCex 3N10Ka4YeCTBEHHbIX Onyxonei y netein. MoxeT ObiTb OOHO- U ABYCTOPOHHEN,
OQHO- M MHOr004aroBoi, 4acTo bbiBaeT BPOX AEHHOW. BO3MOXHa cnoHTaHHas perpeccus
peTmHobnacToma, Kak 1 Apyrux onyxonen y neTen.

OnwncaHbl ceMerHble 1 crnopapuyeckue cnydav peTnHobnactombl. HeHacnencTBeHHble
cny4yam peTuHobnacToMbl BCeraa 0AHOCTOPOHHME U 0fHoo4YaroBble. CemeiiHble
(HacnencTBEHHbIE) cny4Yyamn cocTaBnsloT 0kono 50%, onyxonb Npu 3TOM 06bIYHO
[BYCTOPOHHSAS, 4acTO MHOrooyaroeasi. bonbHble ¢ reHeTnyeckumn popmamm
PEeTMHOBNACTOMbI MMEIOT NPEAPacnoNoXEHHOCTb K Pa3BUTUIO U APYrnX BUOOB
3/10Ka4eCTBEHHbIX HOBOOOpa3oBaHuii. PeTnHobnacTombl yale BO3HMKAOT B Bo3pacTe Ao 4
ner.

PasButne petuHobnactombl CBA3aHO ¢ MyTaumei reHa Rb, pacnonoxeHHOro B xpoMocome
13q14. O70T reH kognpyeT aOepHblin 6enok, Gnokupyowmii Bbixod knetkn na G1-gasbl
KNeTOYHOro uMKna v yyacTeyowmi B andppepeHuUmpoBke KneTok. B reHetnyeckn netepmuHu
pPOBaHHbIX Cny4vasx

OeTn poXaaKTCs C OOHUM HOPMalbHbIM U O4HUM fedekTHbIM reHoM Rb (yHacnenosaH oT
OLHOrO U3 poauTenen Unm pesynbTat HOBOW MyTaumu B 3apogplesblx knetkax). Mytauuns
BTOPOro reHa — comartmyeckas, oHa nponucxoauT B cetyarke. [Npn HeHacnenCTBEHHbIX
(cnopagunyeckux) cnydasx obe Mytauum comatuyeckue. Takmm obpasom, B KNEeTKe ceTHaTku,
LatolWel Ha4ano HeHacneaCTBEHHOW peTuHobnacTome, NONXKHbl BOSHUKHYTb ABE
comatmnyeckmne mytaumm. [1ockonbky ypoBeHb COMaTMYECKUX MyTaLMin HU30K, NauneHTbl Co
cropaguyeckMmn cny4yasmm UMeroT Nlb € AUHUYHBIA 04Yar OnyxXoJu.

Y nauMeHTOoB C ceMeiHol peTUHO6N1aCTOMOW MOBLIWEH PUCK Pa3BUTUSI OCTEOCAPKOM U OPYrMX
onyxonei Marknx TkaHen. MiHaktmeaums reHa Rb obHapyxeHa TakxXe B MENKOKNEeTOYHOM
pake Nérkoro, pake Mo4YeBoro rny3bips, MOMOYHOW 1 NpeacTaTenbHON Xenées.
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PeTnHobnactoma

n HTepeCHble CTaTbWn:

1) OrtgenbHble BUAbl OCTPOM MHTEPCTULNANBHON MHEBMOHUN

2)

M ovnonaTtuyeckuini donbpo3unpyowmii anbBEeONNT U JecKkBaMaTUBHas MHTEPCTULUMaNbHas

NHEBMOHNA

3)

PecTpuKTMBHbIE PACCTPONCTBA
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