BPOXOEHHDBIE NMOPOKW
PA3BUTUNA MNMITOLOA



 BpoXxaeHHbIN NOPOK pa3BuTuA (donbLias aHomanums
Pa3BUTUA) — CTOMKOE MOPJONorm4eckoe n3MmeHeHmne
opraHa nnuv BCero opraHM3ma, Bbixoasdllee 3a npeaenobl
Bapuauumn nx CTPOEHUSA N CornposoXoaruw,eecs
HapyweHuem gyHKUuuUU.

 Manasa aHomanusa pa3BuTuUsa (MMKpoaHoManug, ctTurma
On3amMmbpuroreHesa) — CToukoe Mopdonornyeckoe
N3MEHEHWE OpraHa, Bbixoagdllee 3a npeaensl Bapmaumm
ero CTPOEHUA NN Haxoasieecs y KpanHux rpaHunl

BapuaLMii CTPOEHUA N He COMposoXXoarueecs

LT TR \‘ V




CTUIMBI: THOEPTEIOPHU3M,
4-mmanpleBas 00po31aa




e CMHAPOM — yCTONYMBOE
coyeTaHne HECKONbKUX
NOPOKOB pa3BUTUSA, B OCHOBE
KOTOPbIX NEXUT ogHa nNpuvnHa
(reHHas, XpoMOCOMHa4,
reHoMHasa myTtayus,
TepaToreHHbIN aKTop)



PacnpocTtpaHeHHoCTb BI'1P

OnucaHo 6onee 7000 cCUHAPOMOB
[lepeyeHb U3 86 MUKpoaHOManun

YacTtoTta BI'1P B cTpaHax mupa 2,7-16,3%
YacTtota BI'1P B Poccum 4,0-6,0%
YacToTa BI'P no ViBaHoBCckon obnactu

(0aHHble 2013 1) 5,1%

Hanbonee yactble BIP:

[TopoKn cepaeyHO-coCcyancTon CUCTEMbI 40-45%

[TopoKu OnopHO-ABUraTenibHOro annapara 23%
[TopOoKn HEPBHOW CUCTEMBbI 21%

MHOXeCTBEHHbIE MOPOKK 10%



HOMEHKIIATYPA

e AreHe3ud (annasuns) — nosHoe
BPOXXOEHHOE OTCYTCTBME opraHa

* ATpe3unsd — NorfiHoe OTCYTCTBUE
KaHarna unm eCTeCTBeHHOro
OTBEpPCTUSA

 CTEHO3 — Cy)KeHMe KaHana nnu
OTBEPCTUSA



AJleHTHuA

AHOpTATIBEMUSA

B
i

AHOTHA




 BpoxxgeHHasa runeptpodpusa —
yBennyeHHaa oTHOCUTeNbLHas
mMacca (UMnm pa3mepsbl) opraHa 3a
cyeT yBeNnn4yeHms Konn4yectaa
(rmnepnnasuns) nnm obbema
(rMnepTpodus) KNEToK



= MaKkpoCoMUS (cBbiwwe 4000 rp)
rMraHTM3m




[ ITAHTN3M N30NMUPOBAHHbLIN
yBenumyeHune 4actu tena (opraHa) — c-m llpoteq




MAaKpOITI0CCHs

MAaKpPOTCHHUS

MaKpOTHS




BpoxaeHHasa runonnasuna
(rMnoTpoduna) —
HeOJopPa3BUTUE OpraHa,
(OednumnT macchl Unu
pa3mMmepoB opraHa)



MUKpOLe(haaus

MHUKPO(PTaIbM



MUKPOTHATHUA

MHUKPOTEHUA




e [eTepoTonusa — HaNM4mMe KNEeToK, TKaHEN
NN LenbIX y4aCTKOB opraHa B Apyrom
opraHe Unun B TeX 30HaX TOrO e OpraHa,
rae Ux ObITb HE OOIMKHO;

* [eTeponna3usa — HapyLleHne
andpdepeHUNPOBKM OTOENMbHBLIX TUMOB
TKaHW;

o DKTONUSA — CMELLIEHNE OpraHa, T. €.
PACMOSI0XXeHMe ero B HEOObIYHOM MecTe
(Hanpumep, No4yka B Masiom Tasy).



OKTOMMA Novek




* YnBOEHMeE, a TaKkke YBEeNM4YeHne B

YNCJ1E€ TOTO UM APYroro opraHa Uiin
YaCTu ero

(NpucTtaBka nonun- nepen HassaHUem
opraHa o603Ha4aeT OOMONHUTENbHbIE
opraHbl, HaNnpumep, NosINrnMpus,
NoNMAOAKTUIMNA, NONTUCNNEHUS);



e [loanoakTnins nmocrakcuajaibHas —

YBEJIIMYEHHUE KOJIMYECTBA NAJIBIIEB HA JIOKTEBOM
CTOPOHE KMCTHU (MJIM HA HAPY>KHOW CTODOHE CTOIIhI).




* IlomaakTrins npeaKkCuaIbHas —

YBEJIIMYECHUE KOJIMYECTBA HAJIBIIEB HA JIYYECBOU
CTOPOHE KMCTH (MJIM HA BHYTPEHHEW CTOPOHE CTOIIBI).




OTcyTCcTBME OTAEeNbHbLIX YacTewu
opraHa o06003Ha4YaeTca nNpPUCTaBKOW
«OFINUro» NIC Ha3BaHNE NOPaXXEHHOIO
opraHa, Hanpumep, ONUrodakTUnns




 HepaspgeneHue (cnnaHMe) opraHoB
NN AByX OOHOANLIEBBLIX ONM3HELIOB




CnnaHmne KOHeYHOCTen Un nx Yyactem —
NMPUCTaBKa « CUH» (CUHOAKTUINNA)




‘ CUHOAKTUNUS




* [lepcucTnpoBaHue - coxpaHeHune
OMOpPUOHarbHbIX CTPYKTYP, B HOpME
ncyesarumx K onpegeneHHomMy nepuoay
pPa3BUTUA

[ He3apalleHne boTannoBa NpoToKa

[l Hes3apallueHue oBanbHOIo OTBEPCTUA Y
pebeHKa cTapLue Tpex MecsiLeB



Oun3padma (apadpus)
— HezapalleHune
9MOPNOHaNbLHOW LLIENW



C-M cpeanHHON pacLUenuHbl nua
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Knaccuopukaumna BI'P

l. Mo aTnonorunu:

1. HacnencrtBeHHbIE
— XPOMOCOMHbIE CUHAPOMbI
— MoHoreHHble cMHOPOMbI

2. OK30reHHble
3. MynbTndaktopmanbHbie
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YacToTa 1:35000




AyTOCOMHO-OOMUHAHTHbLIE CUHAPOMbI (AA nnu
Aa)

AxoHaponasuns CI/IH.U.DOM




AYTOCOMHO-PeLeCCMBHbIE CUHOPOMbI (aa)

CuHapom CuHapom
Mekkens PobepTtca




2. DK30reHHble - MOPOKY,
doopMunpoBaHUE KOTOPbIX
OoOyCrioBNeEHO AENCTBNEM
TepaToreHHbIX aKkTopoB

(10 — 13%)

TepaToreHHbIU pakTop —
doaKTop BHELLUHEWN Cpeapbl,
KOTOPbIVA HapyLlaeT
9MOpMOHanbHOEe pa3BnUTmeE
nonpenenset

doopMuUpoBaHMe NopokKa
Pa3BUTUSA




3. MynsTudpakTopuanbHbIe — Nopoku, pa3BuTme
KOTOPbIX 00yCNoOBfIeHO cOBMEeCMHbIM OEeNCTBNEM
HebrnaronpuAaTHOro reHeTn4eckoro poHa nnoaga u
HeraTUBHbIM gencTeneM oakTopoB BHeELLHEN cpeabl

(60 -65%)




MynbTH(AKTOPHAIILHEIE TIOPOKH:

n30anpoBaHHbIe TTOpoku CCC;
n3onrMpoBaHHbie mopoku [IHC;
M30JIMPOBAHHBIE JINICBBIC PACIICIUHBI;
KPHUBOILIES;

KOCOJIAOCTh,

BPOKJACHHBIN BBIBUX O€pa;
MAJIOPOCTEHO3;

KPUIITOPXHU3M;

TUIIOCIIA S




. [1lo cpokam nopaxeHus:

[[amMeTonaTumn — nopoku, GoOpMUPOBAHUNE K-X
OOYyCIIOBMEHO NopaxeHnem rameT

bnactonatuun — nopoku, opMupoBaHne K-x
obycrnoBneHo nopakeHnem ot 0 4o 15 CYTOK B/Y

Pa3BUTUA (,qp06;|u4as=|cs:| 3uroTta, Mopyna, brnacrtouucTa, paHHas
ractpyna)

IMOpuonaTnum — nopoku, PopMmnpoBaHme K-x
o0yCcrnoBreHo rnopaxeHmnem ambpumoHa ¢ 16 CyTok o
KOHUa 8 Heq B/Y pa3sButusa (70%)

deTonatmnm — nopokun, hopmMupoBaHUE K-X
obycnoBneHo nopaeHnem nroga ¢ Havana 9
Heaenu 4O POXAEHUS



baacTonarumn

Huka0nue - Hanmune egUHCTBEHHO OPOUTHI,

pacnonararoLwencs no cpegHemn nmHnn B obnactun noba,
coaepxallasa oaHo NMbo aBa rnasHbix S6noka.




baacronmarumn:
Cupenomeiusi — CpallcHUE
HIDKHUX KOHEYHOCTEN




lll. Mo 06bemy nopaxeHus:

* U3oJsiupoeaHHHbIe — 50,9 %;
* cucmemMHsbiIe — 2,2 %;

°* MHO>XeCMm@BeHHbIe — 46,9 %

AHoManaa — KoOMnNeKc nopokos,
BbI3BaHHbIN OHOW OLLINOKON MOpdoreHesa



AHOMAJJAN

IIsepa PoGena




IV. B 3aBUCMMOCTU OT XapakTtepa
HapyLweHUss MeXaHN3mMoB pa3BUTUSA
pasnunyatoT BI'1P, cBA3aHHbIE C:

* HapyLweHuemM nponudepaumnu;
* HapyLweHuemM Mmurpauuu;
* HapyweHune auddepeHUUPOBKMU;

°* HapyLWeHue mexaHm3ma
cdomanonornyeckom rmndenmn KneTok;

* HapyuweHue aareamBHoOro rpoLlecca




VI. I'lo aHaTomo-cpnanonornyeckomy npuHUMNy
pasnn4yatoT:

* nopoku LIHC n opraHoB 4yBCTB;

* MOPOKU NnnLa n LWEW;

* MOPOKU cepaevHO-CoCyanCTON CUCTEMBI;
* NMOPOKMN ObIXaTENTbHON CUCTEMBI;

* MOPOKM OPraHoOB NULLIEBAPEHUS;

* NOPOKN KOCTHO-MbILLEYHON CUCTEMBI;

* NMOPOKN MOYEBLIOENUTENBHON CUCTEMBI;
* MOPOKU NONOBbLIX OPraHoB;

* NMOPOKN SHOOKPUHHbBIX XKenes;

* MOPOKM KOXU N ee NMPpUOATKOB;

* NOPOKM Nnocneana;

* Npo4me NOPoKMN.



IdTHNonorus

BPOXAEHHbIX MOPOKOB
pa3BUTUA



l. JHAOreHHble NPUYUHDI:
 Mymauyuu

- [eHOMHbIE B )KEHCKUX NMAMETax;

- TeHHble JOMNHaHTHbIE B MY>XCKUX raMeTax

e [opMOHanbHbIe paccmpoucmea u
degpekmbl Memabosiusma y
6epeMeHHbIX

e Bospacm podumeinel



BospacTt maTtepu
aHeynnounauu

30—-34
35—-39
40 - 44
bonee 45

UacTtoTa

1:510

1:185
1:63

1:24



Il. 9K30reHHbIe NPUYNHDI:

1.

du3uvyeckue haKkmopabl:

paavaunoHHblIe

MexaHn4eckme (aMmHUoOTHU4Yeckme cpalleHumns)
ManoBoaue

. Xumu4yeckue ghakmopni:

rlekapCcTBeHHble npenaparhbl

ankorons, repouuuabl, necTuuuabl, PeHornbI,
6eH3on, beH3oart u np.

. Buonoau4yeckue gpakmopsi:

gupychkl, bakmepuarsibHble MOKCUHBbI,
mokcorinasma



YWolalJibrnbliVvi
anKoronbHbIN
CUHAPOM nnoga

- BPOXOeHHas
rmnoTpodouns

- MOCTHAaTanbHbIN
0edULNT pocTa 1 Macchbl
Tena,

- obulasa 3agepxka
don3n4eckoro m
NCUXNYECKOro pa3BuUTUS,
- MUKPO- U
rmapouedoanus, -
yepenHo-nmueBble




PeTanbHbIN KPACHYLUHbIN
CUHAOPOM nrnoaa

| TPUMECTP: KaTapakTa, NTUrMeHTHasa peTuHonaTus,
rmaykoma, MUKpodTanbMus;

Il TPUMecCTp: rMyxoTa, YMCTBEHHasA OTCTanocCTb,
anabet, BpoXXOeHHbIN NopokK cepaua, AepuumT
pocTa, Mrukpouedanua, UMMYHOIOrM4ecKkum
nedounumnT (MOXET NMPOABUTBLCS YEPES3 HECKOMbKO
MeCSsLIEB UMW NET).

[MpodmnakTuka: UMMyHKM3aLUGa OEBOYEK MO
oOLLEeNPUHATON cxeme, a1 bepeMeHHbIX
NpPOTUBONOKAa3aHo (puck ana nnoaa). Y3W.



¢eTan b H bl ﬁ Kpac Hym H bl ﬁ Patient 1137 - Fetal rubella syndrome
CUHOPOM

Patient 1107 - Fetal rubella syndrome

Patient 1137 - Fetal rubelia syndrome

Patient 1137 - Fetal rubella syndrome

B OSSLIM




* LunTtomeranoBupyc

Puck ana nnoaa o4yeHb BbICOKUU, €CIIN Y
bepemeHHOU nMmeeT MecTo nepBu4Haa LIMB-
nHdeKuna B Te4eHUue nepBbIX 6 mecAaLeB
OepeMeHHOCTM.

10% nnoaoB umetrot Taxenbie BIP.

Knaccuyeckas KnUHUKa: pasnunyHble
nopaxeHusa LUHC, mukpouedanus,
Andpdy3Hble NepUBeHTPUKYIISPHDbIE
KanbundukaTtbl (KNUHNYECKaAA KapTUHA
3HUedanuTa), pexe rugpouedanus,
abCcTpyKUumMAa uepedbpo-CnUHaNbLHOro KaHana,
YMCTBEHHas OTCTarioCTb, FTMNOTOHUA,
cyaoporu, ctpadbuam, XopeopeTUHMUT,
MUKpodTanbMus, KatapakTa,
KanbuudunkaTbl B ceTyaTke,



LInTomeranoBmpycHbI CMHOPOM Y nnoaa

Patient 496 - Fetal cytomegalovirus syndrome

Patient 496 - Fetal cytomegalovirus syndrome




