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Buonorua ana wKonbHUKOB 7 — 11 Knacca (3a0uHbIn TYp)
PeweHune 3agaun 7. MutoxoHgpuanbHblie 3aboneBaHus

NHoraa mutoxoHApuanbHble 3aboneBaHMAa npeanaraloT pasgenaTb Ha NepBUYHbIE, MPwU
KOTOPbIX MMEITCA BPOXAEHHbIE AedEKTbl B CTPYKTYpEe U OYHKUUM MUTOXOHAPUN, Y
BTOPUYHbIE, MPU KOTOPbIX MMUTOXOHOPUW ABAAIOTCA [NIAaBHOM MULIEHBID B nNpouecce
pPasBMTMA TaKUX MNATONOMMA KaK MEXaHMYeCKne MnOBPEXAEHUA TKaHW, BOCMNaNeHUeE,
TMNOKCMA, aYyTOMMMYHHblEe peakuuu, OeNCTBMe TOKCMHOB M T.4. B o0boux cayyasx
HabnogaeTca HapyweHua B paboTe MWUTOXOHAPWIMA W, KaK pe3ynbTaT, HapyleHus
sHepreTnyeckoro obmeHa. NepBUYHbIE MUTOXOHAPWANbHbIE 3aboneBaHWsa — 3TO rpynna
HacnencTBeHHbIX 3aboneBaHUi, 0B6YCNOBAEHHbIX MyTaUMAMMU FE€HOB MUTOXOHAPWAbHOM
(MmTOHK) n apgepHon AHK, kKogupyrowmx 6enku, oteBevalowmx 3a ¢YHKUMOHMPOBaAHME
MUTOXOHAPWUKN, YTO MNPMBOAUT K YMEHbLUEHUIO KOAMYecTBa «BblpabaTbiBaemMom»
MUTOXOHAPUAMMU dHEPrun. 3a4ecb Nog MUTOXOHAPUANbHbIMKU 3aboneBaHUAMM Mbl Bygem
noapasymeBaTb UMEHHO NEPBUYHbIE MUTOXOHAPWANbHbIE 3aboneBaHus.

MutoxoHapuanbHaa [OHK (mTOHK) — BHexpomocomHas [HK, HaxogAwasca BHyTpwH
MUTOXOHAPUN. MUTOXOHAPWUM YeNnoBeKa NPEeACTABAAIOT COO0M KONbLEBYIO ABYCNNPAIbHYHO
MONEKYNY, COCTOALLYIO M3 meHee Yyem, 20000 nap HyKNeoTnaos, NpM STOM B MUTOXOHAPUMN
copepxutca oT 2 ao 10 naeHTUYHbIX KonbueBbix monekyn OHK (B cpegHem okono 5).
O6bl4HO B cOMATUYECKMX KneTKax HaxoguTca go 10000 konuin monekyn mTAHK.

mMTOHK HacnegyetcA TONbKO MO MaTEPUHCKOM AUHUKU. Mpu 3TOM ooumT (SNUEKIeTKa)
CcoAepXUT ropasgo 6onblie mutoxoHapuii (okono 300000) u, COOTBETCTBEHHO KOMUM
monekyn mTOHK, yuem cnepmaTosouna. Y yenoBeka B cnepmaTos3onie NpuUcyTCTBYEeT ogHa
60/bluan MUTOXOHAPWA, KOTOpasd, MOMMMO BCEro MpoYero, ewe M paspyliaeTca nocsne
on1040TBOPEHMS.

M3BecTHO, YTo MuTOXoHApuanbHas AHK Hakannusaetr myTtaumm 6onee yem B 10 pa3
bbicTpee Yem sagepHan. ITo CBA3AHO C ABYMA OCHOBHbIMW MPUYMHAMMU:

1) 6nu30CTb AbIXaTeNbHOW UENM MWUTOXOHAPUA NPUBOAUT K  3HAYUTE/IbHOMY
YBEJIMYEHMIO aKTUBHbIX GOPM KUCnopoga U Apyrux pagukanos BO6AM3M MOAEKYN
mMTOHK;

2) mTOHK He cBA3aHa ¢ 6e/1KaMU-TUCTOHAMM, BbIMONHAOWMMM 3aLNTHYIO YHKUUIO B
cnyyae agepHon AHK n, xota mTAHK TaKKe cBA3aHa ¢ 6e1KaMu, OHM HE HACTO/IbKO
adpdekTnBHO 3awmwatot AHK, Kak ructoHsl.

MuToxoHApuanbHble 3abosieBaHMA MOryT NPOABUTbLCA B NOOOM Bo3pacte B Jsob6om
BO3pacte M MoryT ObiTb MpPeACTaBNEHbl LWMPOKMM CNEKTPOM CUMMMNTOMOB, KOTOpble
BK/IIOYAIOT pa3BuUTME GYHKLMOHANbHbBIX HAapyLWeHWA Pas3/IMyHbIX OPraHOB W TKaAHen. ITo
CBSI3@aHO CO CTpPOeHMeM U ocobeHHocTamm nepegaum mTAHK, nogsepeHHOMY MyTauUam
ropasgo Jauwe, yem agepHoe AHK. MutoxoHapuanbHaa [OHK Hacneayetca TONbKO OT
MaTepu; B KJETKE WM [aKe MUTOXOHAPUM MOMKET HaxoauTCA OAHOBPEMEHHO Kak
HOPManbHbIM (AMKNIA) U myTaHTHbIA MTOHK (T.H. reTeponnasmus), npyu 3Tom B npoLecce
[EeNeHNa KNeTKM HOopMasbHaa W  MyTaHTHaa MTOHK Mmoryt cayyaliHbim  06pasom
pacnpefenAaTbCa MeXAY AOYEPHUMM KneTKamu (T.H. MUTOTUYEecKasa cerperauuma). Takum
o6pa3om, B npoLecce oHToreHe3sa nospexgeHHaa MTAHK moxeT oka3aTbCa B pa3/IMYHbIX
opraHax M TKaHAax. Kpome Toro, TAXecTb 3a60/ieBaHUA KOpPpenMpyeT C COOTHOLWEHUEM

http://enanos.nanometer.ru




NANO > XII

HAHOTEXHONOrMAKW - NPOPLIB B BYOYUIEE!

HOpManbHOM W MyTaHTHOM [JHK B cooTBeTcTBylOWMX OpraHax. [nAa nposasneHua
CMMNTOMOB 4014 MyTaHTHOW JHK B KneTkax AOMKHA NpeBbiwaTb NOPOroBbi YPOBEHD.
MpouEeHTHbIN ypoBeHb MyTaHTHOW MTOHK mo)KeT BapbupoBaTb Yy MHOMBUAOB, @ TaKXKe B
OpraHax v TKaHAX.

6. CumnTOMbI TaKux 3aboneBaHMW Hambonee 4YacTo MPOABAAKTCA B OpPraHax M TKaHAX C
BbICOKMM NOTpebAeHNeM 3Hepruu, TaKMX KaK HepBHble BOJIOKHA (ULeHTpanbHaa W
nepudepuyeckan HepBHas CUCTEMA), MblLLbl, F1a3a, NOCKOJ/IbKY MMEHHO TaM HapyLeHWA B
paboTe MUTOXOHAPWUI Hanbosiee 3aMeTHbI.
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