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BpoxaeHHas aHoManusa(mnn BpoXXaeHHbIN AeEKT) — CTPYKTYPHbIE, DMOXUMUYECKNE,
doyHKUMOHaNbHbIE HApYLLEHWS, NPUCYTCTBYIOLLXE Y HOBOPOXOEHHOro, He3aBUCUMO
OT TOrO,

OOHapy>XMBaOTCS N OHM B 3TO BPEMS UM HET.

BpoxaeHHbIn nopok pa3sntunda(BI'1P) — aTo ctonkoe mopgoonornyeckoe nameHeHue

opraHa,
4yacTu opraHa unm 6onbLLIOro yyacTka Tena, BO3HUKatoLLEE Yallie BHYTPUYTPOOHO,
BbIXOAsiLLiee 3a Npeaesibl HopMarbHbIX BapuaLui CTPOEHUS U HapyLUatloLLIEEe ero

doyHKUMIO.



KaTteropuu nedektos

Pa3BUTUA:
1) CobCTBEHHO BPOXAEHHbLIN NOPOK Pa3BUTUS
2) leHeTn4yeckne gedekTbl, BKNOYaLWmne owmnbdkn metabonunama n XxpoMoCOMHbIE
abeppaumu
3) [losgHne BHYTpUMAaTOYHbIE NHJEKLNN
4) BHyTpuyTpobHasi 3aepkka pocTta
5) WmMmmMmyHonornyeckme HayLleHus
6) BpoxaeHHble nedeKTbl OpraHOB YyBCTB
7) YMcCTBEeHHas OTCTanoCTb
8) BpoxaeHHble onyxonu



3Ha4YMMbIN BKNag B BO3HMKHOBeEHME BI1P
BHOCHAT:

1) WcxopHoe cocTosiHMe 300poBbs poanTenen
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2) HebnaronpuaTHoe BO34EUCTBUE OKPYKatoLy
cpeasbl ‘

3) WNHdekunu

4) HacnenctBeHHas OTAMOWEHHOCTb



[pynnol
doakTopoB

OHOOreHHbIE

HacneaCTBEHHbIX CTPYKTYP
(MyTauun)

0)9HOOKPUHHbIE
3aboneBaHus U
MeTabonuyeckne oedekTbl y
marepu

B)»nepe3peBaHne» nosoBbIX
KITETOK poauTenen

a) pumsnyeckmne
0) Xxumn4yeckme
B) Bruornormnyeckne(Bmpychoi)




dakTopbl, onpegenatowme yactoty BlI1P, nx
Xapaktep
N TAXKECTb PEHOTUNNYECKUX MPOABNEHNN:

1) Ctagumn ambpuoreHesa

2) CneuudunyHoCTb NOBpEXJatoLLero areHTa u
0o3bl

3) OcobeHHOCTU MeTabonnama

4) eHeTu4eckne ocobeHHOCTM MaTepu 1 Nnoga



OOuH 1 ToT Xe Nopok, B T.4 HC, MmoXeT BCcTpeyaTbes B U30NUPOBaHHOM
BUAE
UM ObITb CUMMTOMOM MPU MHOTUX FE€HHbIX 1 XPOMOCOMHBbIX

CUHApPOMaX,
a TaKKe BO3HMKAaTb KakK criegcTBMe TepaToreHHOro Bo34encTBuUS



[Mo naHHbIM BO3 nonynsaunoHHas yactoTta BIP coctaBnser B
cpegHem 4-6%

[To oaHHbIM 17 cTpaH 3anagHou u LleHTpansHon EBpornbl, 3a
1980-1999rr

yactota 1P cpean HOBOPOXXOEHHbIX

BapbupoBana ot 0,98% 0o 3,44%

B Poccuun cpegHee yncno poxaeHun geten c P >50 Teic. B roa,
a yncrno bonbHbIX ¢ BINP gocturaet 1,5 MnNH.4enoBek

Ob6Lasa YacToTa NOPOKOB Pa3BUTUSA Yy AIETEN OOCTUTAET B CPeEAHEM
1-2 cny4aqa Ha 1000 poxgeHumn



PenTtuHr pacnpoctpaHeHHoctu BINP:

1) AHOManuu cepgevyHo-cocyancTou
(32,5%) f

2) AHOManuMu KOCTHO-MbILLEYHOWN CUCTEMBI(

3) [1P HepBHOM cucTembl(10%)



MopdoreHes — 3T0 peanusauus reHETUYECKOW

nporpaMmmeil
B TPEXMEPHOM MPOCTPAHCTBE U BO BPEMEHW,
ocyLlecTBngemas nog BNMaHMeM MHOrMx dakTopoB

cpenbl



1)npeambpuoHanbHasi(«Bce nnu
HUYero»)
2)aMbpuoHanbHas(KrneTo4YHas
anadepeHumaumns)
3)nnoaHas(obICTPbIN POCT U Pa3BUTUE
OpraHoB)




OcHoBHble aTanbl oHToreHe3a HC 1 cooTBETCTBYIOLLME UM CPOKM recTaLun:

1)PaHHUin oHTOreHes3(atan obpasoBaHns HEPBHOW TPYOKU — 3-451 Heaens recrauuu

n atan dbopmMmnpoBaHua donbLUKX NosyLuapumn, 6asanbHbIX SAep, 00OHATENBHbBIX
NyKoBWL,

onNTUYECKMX Ny3blpen, OOKOBLIX XXenya04KoB, CTPYKTYP nuLa — 5-64 Hegens rectauun

2)[Mo3gHU oHTOreHe3(atan obpasoBaHUA KNETOK NpeaLlecTBEHHUKOB HEUPOHOB

N rMnarnbHbIX KNETOK — 2-4 MecC.; 3Tan Murpaumm HeEPBHbIX KIMETOYHbIX 3fIEMEHTOB — 3-!
MEC.

aTan opraHmsauymm — 6-m Mec. — NocTaHaTalibHO; 3Tan MUenUHn3aLnum —
NnpenmMmyLLeCcTBEHHO

NOCTHAaTanbHO)



Knaccundpukaumnsa nopokos passutuda HC:
BI'1P KoHe4yHoro moara:

1)Obuwas rpynna nopokoB(aHaHUedanus, ak3eHLedanus,
9HeHUedanug, areHe3nda(annosna) Mo3osIMCTOro Tena, nopaHueganus

2)['lopoKKn B peadynbraTte He pasaeneHna KOHeYHOro Moara
(Npo3aeHuUedanus,

rononpo3aHuedpanus, centToonTUYeckas Ancnrasugd, areHe3us
Npo3pavyHou

neperopoakun, TenaHuedanus)

3)Mopoku, FIBJ'IFIPOLLI,I/IeCFI CJ'Ie,EI,CTBI/IeM HapyLueHMﬂ Mmrpaumm "
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[TopOKKu pasBmnTUA NPOOOSIrTOBATOro HOXEK U MocTa
[TopoKku pa3BmnTUA NpPOOOSIrOBaATOro MO3ra

[TopoKku pa3BmnTUA Mo3edKka(annosna 1 rmnonnasuns,
CTPYKTYpPHbIe HapyLUeHUA)

[TopOKu pa3BnTUA CMMHHOIO MO3ra 1 NO3BOHOYHUKA
(CNMMHHOMO3roBag rpbixka, CKpbiTaga pacLyenmHa
NO3BOHOYHUKA,

rmgpommenuns, gunnomumenus, nopok Kunnena-®enns)



BI'NP HC, obycnoBneHHble HECMbIKAHUEM
HEpPBHOWU TPYOKM:

B ocHoBe 3TOU rpynnbl NIEXXUT PACCTPOUCTBO

MHTerpaLmum
9KTOOEepPMalibHOro N Me3oAepmMarbHOro

JINCTKOB



AH3HUEedanna — 3To NOPOK, XapaKkTepusyroLLNNCS
NnoyTHU

NONHbIM

OTCYTCTBMEM FOfIOBHOIO MO3ra, coveTarLmnmncs

C OTCYTCTBMEM MATKNX TKAHEN KOCTen ceBoda
yepena.
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OK3eHuedanua — NOPOK pa3BUTUSA, XapaKTepU3yoLLnnca
OTCYTCTBUEM

KOCTEeUN cBoda Yepena n MArkux nokpoBoB
rosioBbl, HO UMEETCH (pparMeHT MO3roBOM TKaHW

AKpaHusi — OTCYTCTBUE NPU HANMM4Ynmnm aHomMarbHO
CdOPMMPOBAHHOIO royIOBHOro0 MO3ra




IHN3HUedanua — CNoXHbIX NeTanbHbIM NOPOK pa3BUTUS,
XapakTepuayoLmnca

OTCYTCTBMEM YacCTu

NN BCEU 3aTbINOYHOU KOCTU CO 3HAYUTENbHbLIM pacLUMpeHnem
60nbLLOro 3aTbINNOYHOro OTBEPCTUS U CMELLLEEHUEM

BornbLUuen YacTu roffloBHOro Mo3ra B 06riacTb 3agHEN YEPENMHOWN SAMKU
N YaCTUYHO B BEPXHUN OTAEN NO3BOHOYHOrO KaHana




YepenHo-MOo3roBble rPbiXKn — 3TO rpbhKeBble
BbINA4YNBAHUSA
B obnactu aedekra KocTn Yyepena




BI'1P HC, obycnosneHHble HapyLleHneM KNneTo4HOU
andodepeHUNPOBKM Ha FOSTIOBHOU M CIMHHOW MO3T U3 HEPBHOW
TPpyOKU

[lononposaHuedanus — cnoXxHas aHoMmanusi, ooycriosrieHHasi pa3HoOn
CTEMNEHbIO
He3aBEpPLUEHHOCTU AeneHns nepeaHero
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CenToonTnyeckasa aucnnasus — 3To aHoMarnus passmuTUS rofioBHOrO MO3ra,
XapakTepu3syloLLLasica OTCYyTCTBUEM

NI HeJopa3BUTMEM MPO3PaYHON NEPETOPOAKM U MMIMONMNO3NEN 3PUTENbHbIX
HEPBOB

Septo-optic dysplasia (de Morsier's syndrome)

SeptoOptic Dysplasia




[Topokn HC, cBA3aHHbLIE C HapyLLeHMEM HeUpOHanbHOU AndpdepeHLUPOBKU U
MUrpaLuu:
[eMnmeranaHuedanuns — NopoK pasBUTUA rOSIOBHOINO MO3ra,

BbI3BaHHbI
YCUNEHHbIM POCTOM YacTU UNK BCEro nonyLlapus

£ I‘Iop,ropHeB Enmcem 8 mec
: r Eenropo,z:l

Henpoubpoma M/TK neBou
Lle4yHon obnacru;

NEeBOCTOPOHHAS reMumeranouedanus




JluccaHueddanua — gedekt HeMpoHanbLHON MUrpaLnK, XapaKkTepusyeTcs
rnagKomu
NOBEPXHOCTHLIO MO3ra C MNOBEPXHOCTHbLIMMU \_
6opo3gammn 1 aHoMarnbHbIM PUCYHKOM U3BUMMH




AreHesns MO30NnMCTOro Tena — NopoK royIoBHOro Moa3ra,
XapaKkTepusyrLwmnncs
OTCYTCTBMEM MO3OJNINCTOrO Tena

MexnonywapHas
wenb

boOKOBbIe
Kenyaouku




[lnarHocTuk
d.
1)MeToabl HempoBu3yanusauum
2)KIMMHUKO-reHeanormM4ecknin aHanm3

3)OueHKa hrnan4eckoro passuTns

4)OLeHKa pevyeBoro 1 NCMxXoMaTopHOro
pa3BUTUSA

5)Henpodusnonornyeckoe obcnegosaHue

6)/iccnegoBaHme COCTOSIHUSA BHYTPEHHUX
opraHoB



