Bpo)xdeHHbIe
MOPOKU pa3sumusi



BPOXOEHHbIE MOPOKU PA3BUTUA (BI1P)
(CUHOHUMbI- «BPOXOEHHbIE NMOPOKW»,
«AHOMAIJINU PA3BUTUA», «cAUCTITTASUN») -
CTOMUKOE MOP®OJIONMYECKOE M3MEHEHUE
TKAHU, OPTAHA UM BCETIT'O OPTAHU3MA,
BbIXOOALLEE 3A NPEOENbI BAPUALIUA UX
HOPMAJIbHOIO CTPOEHUA N BO3SHUKAKOLLUE
BHYTPUYTPOBHO B PE3YJIbTATE HAPYLLUEHUA
PA3BUTUA 3APOAbILWIA JIUBO NMNOOA, MHOT A -
NMOCHE POXAOEHUA PEBEHKA BCJIEOCTBUE
HAPYLUEHUA OANBHEULLENO ®OPMUPOBAHUSA
OPIAHOB.



STUONOIMNA BINP:

1. SHOOreHHbIe NPUYUHDI:

a) MyTauumn: reHHble, XpPOMOCOMHbIE, FTEHOMHbIE

0) 9HOOKPUHHbIE 3aboneBaHnst 1 MeTabonnyeckne
nedekTbl (AnabdbetTnyeckasa amopumo- n etonatus,
doeHnnanaHnHoBas ambpuodeTonaTms)

B) BO3pacCT poauTeneun

2. JK30reHHble NPUYUHDI:

a) pusnyeckne akTopbl (pagnauMoHHbIE BO3OENCTBUS,
MexaHn4yeckme TpaBMbl)

6) xummnueckune dpaktopsl (J1C: dbeHuTonH, BapdapuH,
TanugaMmua, XMMn4eckme npomMbILLIEHHbIE N DbITOBbIE
BellecTBa, NMMnoKkcuga, HenonHoLeHHoe NUTaHue,
arkoronb, HapKoMaHus, KypeHue)

B) buornornyeckmne oaktopbl(BUPYChI, NPOCTENLLNE)




KNACCUDPUKALIUA BIP.

Ilo yTHOJOrMMN:

a) HacneacTBeHHbIe — BIIP B pe3ynprare MyTalmu:
raMETUYECKHUE U 3UTOTUYECKHUE, TEHHBIE U XPOMOCOMHBIEC

0) ax3oreHHbIe — BIIP, 00ycioBIIEHHBIE TOBPEXICHUEM
TEPATOTEHHBIMH (DAKTOPAMH HEMOCPEACTBEHHO SMOPHOHA UIIU
102

B) mynbsTH(hakTOpraibHbie — BIIP 0oT cOBMECTHOrO 1€HCTBUS
T€HETUYECKHUX M DK30T€HHBIX (PAKTOPOB

2. I1o mocJ1e10BATEJABLHOCTH BO3SHUKHOBCHMA

a) IEPBUYHBIC — BCIICICTBUE HEITOCPEACTBEHHOTO BO3/ICHCTBUS
TeparoreHHoro gakropa (TD)

0) BTOpUYHBIE — OCJI0KHEHHUS IEPBUYHBIX MOPOKOB (ruporiedanus
BCJICCTBUE aTPE3UM BOJAOIIPOBOAA MO3Ta)

B) aHOMaJIa (bl — KOMIIJIEKCHI, BKJIIOYAIOIIE EPBUYHBIN U HECKOJIBKO
BTOPUYHBIX ITOPOKOB




3. I1o ypoBHI0, HA KOTOPOM BO3HUK BIIP:

a) raMETOIIaTUH — ITOPOKH, 00YCIOBJICHHBIC ITOPAKCHUSIMU
IIOJIOBBIX KJIETOK

0) OylacTonaruy — MOPOKH, BOZHUKAIOIINE B IIEPBBIC 15 nHEM
MOCJIE OIIOJOTBOPEHHUS

B) SMOpHONATHUH — IMTOBPEKACHUS SMOpHOHA OT 16 gHs
OEpEeMEHHOCTH JI0 KOHIIA 8- HeASIH

r) (heTOIaTUH — IMTOPOKH BCIECACTBUE MOPAKEHHUS TUI0JIA C 9-1
HEJICNIN IO POXKICHUSA

4. B 3aBUCHMOCTH OT opraHa (cucremsl) ¢ BIIP:

1. BIIP IIHC u opranos uyBcTB 2. BIIP nuna u mewn 3. BIIP
cepaedHo cocyaucTton cucremsl 4. BIIP gpixarenbHOM
cuctemsbl 5. BIIP opranos [UI1EBAPEHUS 6. BIIP koctHO-
MbIlIeqHOM cucteMnl 7. BIIP MmoueBon crucremsl 8. BITP
11oJIOBBIX OpraHoB 9. BIIP snnokpunHbIxX xene3 10. BITP
koxu U ripuaarkos 11. BIIP nmocnena 12. IIpoune
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A. BpoxaeHHble NOPOKU pasd'wr)/m opraHoB U CUCTEM.
1. Nopoku LUHC n opraHoB 4yBCTB.
2. [Topoku nuua v wewn.
3. [lopokun cepaeyHo-cocyamcTon CUCTEMBI.
4. NopoKkn abixaTernbHOU CUCTEMBbI.
5. lopokn opraHoB NuLLEBapPEHUS.
6. [TopOKM KOCTHO-MbILLIEYHOWN CUCTEMBI.
8. [lopoKM NONOBbLIX OpraHoOB..
9. [TOpOKM 3HOOKPMHHbIX XKenes.
10. I'opokn KOXN 1 ee NpnaaTKoB.
11. Nopokn nocneaa.

Bb. MHOXeCTBeHHbIe BPOXAEHHbIE MOPOKMU.
1. XpOMOCOMHbIE CUHOPOMBI.
2. [eHHble CMHOPOMBI.
3. CnHgpomebl, 00yCnoBreHHbIE 9K30reHHbIMU bakTopamu.
4. CUHOPOMbI HEYCTaHOBSTIEHHOW STUOSOTMUMN.
5. MHOX€eCTBEHHbIe HEYTOYHEHHbIE NMOPOKM.



BPOXOEHHbLIE MOPOKWU LLEHTPAJIbHOWU

EPBHOW CUCTEMbI . g
POXOEHHbIE MOPOKM LIEHTParibHON HEPBHON CUCTEMBI MO

4acToTe 3aHMMalT NepBOE MEeCTO cpeaun APYyrux NOPOKOB.,
BCTpeyaroTcs B 1/4 BCKPbITUM YMEPLUUX B NepuHaTanbHOM
nepuoge.

JTUoNIorus: pasHoobpasHag. 13 9Kk30reHHbIX pakTopoB TOYHO
YCTaHOBIMEHO 3HAa4YeHne BUpyca KpacHyxu, npegnonaraeTcd
BNTUAHME BUPYCOB UnuTomMeranmu, Kokcaku, nonmommenuta u ap.,
NneKapCTBEHHbIX NpenapaToB (XUHUH, LULUTOCTATUKKU), anKororib,
r’MNOKCUW; HECOMHEHHOE 3Ha4YeHNe UMEIOT FreHHble MyTauuu, nNpu
XPOMOCOMHBIX DOME3HSIX B YMCIIE MHOXXECTBEHHbIX MOPOKOB OHU
BCTpeYaroTCa NoYTU Kak npaBuno.

[laToreHes cBA3aH C BO3OAeNUCTBMEM BpeasLLero areHTa B
TeYeHne BCero aMopmnoHanbHOro nepnoaa, Bkrnrovasa paHHUm
detanbHbIN. Hanbdbonee Tsaxernble NOPOKN BO3HMKAKOT Npun
NOBPEXOEHNN B Ha4arie 3aknagkm HepBHOW TPYOKK (3 — 4-5
Heaenst BHYyTPUYTPOOHOW XXU3HMN).




OCHOBHbIX HAUBOIJIEE
TAXEJbIX BUOOB
BPOXOEHHbBIX MOPOKOB

AV RATHRV QU SIERBHOV
e&sHeMBko3ra, npu koTopoi
OTCYTCTBYIOT NepenHune, cpenHue,
nHoraa v 3agHue ero otaensol.
[MpogonroesaTbi U CMUMHHOWU MO3T
coxpaHeHbl. Ha mecTe ronoBHOro
MO3ra obHapyXmBaeTcs
coeauHuUTernbHaga TKaHb, boraras
cocyadamu, B KOTOPOW BCTpeYarTcs
OTAEeNbHble HENPOHbI N KINETKN TN,
AH3HLUEedannsa coyeTaeTcs
aKpaHuen — OTCYTCTBUEM KOCTEN
cBoda Yepena, NoKpbIBaLWNUX UX
MAMKNX TKAHEW U KOXM.




IWIVIRMUVRCWAJIVIZ ~ IVIHIVIDIAoViA TUIVDRVIU IVivol g,
YMeEHbLLEHME ero Macchbl 1 00ObemMa, CoOYeTaeTCH C
OOHOBPEMEHHbLIM YMEHbLLUEHNEM 0ObEMA
YyepenHon KOpPoDKU N yTOSLLEHNEM KOCTEN
yepena, BO3MOXHbl pa3Hble CTENEHN TAXKECTH

9TOro Nopoka.

HopmanbHbiil pazmep ronosnt Muxkpouedanms




WWIVIRPY VI VIYYVIZT = yDOJIVImonvI©o RUJIVIFTUL I BA
MO3roBbiX N3IBUWINH HapAaAdy C yMEHbLLUEHNEM NX
BEJTMYUNHDbI.




Mops3Huedanusa - nossBrieHNe KUCT pasfnyHbIX pa3MepoB B rOSTIOBHOM
MO3re, coobLaroumxca ¢ 6okoBbIMU Xenygodkamu moara. OT UICTUHHOW
nopaHHedanun criegyeT oTNnYaTh JNTOXHYI, MPU KOTOPOW KUCTbI HE
CoOBLLATCS C FIMKBOPHLIMU MYTAMU 1 BO3HUKAIOT BCIieACTBUE ObIBLUNX
pa3MsirYeHnUi TKaHW rorfloBHOro Mo3ra.
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Xenyaodkax Mosra (BHYTPeHHSAd rmgpouedpanua) nnum B
cybapaxHonaanbHbIX NPOCTPaHCTBax (HapykHas rugpouedanus),
COMNpPOBOXOAaeTCcs HapacTalLllen atpodmnen BeLlecTsa rorloBHOro Mo3ra,
B OONbLUNHCTBE Crly4YaeB CBA3aHa C HAPYLLUEHMAMM OTTOKA NUKBOPA
BCreacTBME CTEHO3a, pa3aBoOEHMs UNn aTpesnmn Bogonposoaa 00mbLIoro
MO3ra, Tak Ha3blIBaeMOro CUibBMeBa BOAONPOBOAa, aTPeE3Nn CPpeaNHHbIX
N BOKOBbLIX OTBEPCTUN IV XKenyaouka 1 MeXKenyago4ykoBOro OTBEPCTUS
PLDKK rOSIOBHOIO U CNMHHOIO MO3ra npeacTaBnalT cobou
BbINAYMBaHME BELLECTBA MO3ra 1 ero obosiovek Yepes gedekTbl KOCTEN
yepena, Ux LBOB M MNO3BOHOYHOIO KaHana.

[ bbI>KU 205108HO020 MO32a: NP HanNn4Ynn B rPbIXKEBOM MELLIKE TOMNbKO
0060r104EeK rofTIoBHOIO MO3ra 1 fIMkBopa — MEHUHrouene, 00ono4vek u
BelLlecTBa MO3ra — MeHUHroaHuedanowene, BewecrTsa Mo3ra u
MOS3rOBbIX XXENyO4o4YKoB — 3HUedanouucrouene. Yaule BctpedaroTcd
rPbKU CIMHHOIO MO3ra, CBA3aHHbIE C pacLUenneHnemM gopcasrbHbIX
OTAENIOB NO3BOHKOB, KOTOPOE Ha3bIBaeTCH spina bifida. [pblXy CAMHHOIO
MO3ra, Kak 1 rofmfoBHOIro, B 3aBUCUMOCTU OT COAEPXKUMOTO rPbI>)KEBOIO
MeLLKa MOXXHO pa3aensiTb Ha MeEHMHIouene, MMernouere,
MEHUHIroMuernoLerne.







MMOPOLE®DAIIUA. PACLUMPEHUE XEJNTYOOYKOB




Linknonus - pegknm nopok,
XapakTepusyrLnmncs
Hann4ynem ogHoro nnu
OBYX rmasHbIX 900K,
PACMONOXeHHbIX B O4HOU
rmasHuue, c
O4HOBPEMEHHbLIM MOPOKOM

pa3BUTUA Hoca U
_0boHATENBHOW A0NK

S ronoBHOro mo3ra. HassaH

n3-3a cxoacTea nuua
nnoaga c nuom
MUpMYecKoro 4Yygosuila -
yumknona.




BIIC o yacrore
BCTPEYAEMOCTH - HA BTOPOM MECTE MOCIIE BPOXKIAEHHBIX
ITOPOKOB HEPBHOW CUCTEMBI.
[IpyurHOM BPOXKIAEHHOTO MOPOKA CEPJIIa MOT'YT OBIThH
F€HETHYECKUE HUJIM SKOJIOTUYECKHUE (PAKTOPBI, HO, KaK
[IPABUJIO, COYETAHUE TOTO U IPYIrOro



CBA3b BPOXOEHHbIX
MOPOKOB CEPOLA C NMOJIOM

«KEHCKMe»
OTKpbITBIN apTepuarnbHbIX MPOTOK, AedEKT MEXKENYO04YKOBOW
neperopoakn n OTKPbITbIM apTepuarbHbIV NPOTOK, TeTpaga Panno
(coveTaHue gedeKkTa npeacepaHou neperoponkmn, Cy>KeHns yCTbs
NEroYyHon apTepun N rMnNepTpPodUM NPaBOro Xerynoyka)
«MYXCKMEe»

AopTanbHbIN CTEHO3, KOAapKTaLuua aopThl,



Beay b Ad-Of¥eltdf=i8a vexannama.

1. HapylwieHue kapaouanbHOU reMoanHaAMUKU — Meperpyska
oTaenoB cepaua 06LEMOM (MOPOKM MO TUMNY HEAOCTATOYHOCTU
KNnanaHoB 1 cenTalnbHbIX 4edeKTOB) UK CONMPOTUBNEHNEM
(MOPOKKM MO TUNY CTEHO30B OTBEPCTUN UMK COCYA0B) — UCTOLLEHNE
BOBJIEYEHHbIX KOMMNEHCATOPHbIX MEXaHN3MOB — pa3BUTUE
rmnepTpodoun n gunataumm oTaenos cepaua — passBuTtme
cepaevHoun HegocTatoyHocTu CH (1, cCOOTBETCTBEHHO, HAPYLLUEHUSA
CUCTEMHOW reMoANHaMUKN).

2. HapylwieHue cucteMHoOu reMmoanHaMuKu
(nonHokpoBue/ManokpoBme marnoro kpyra kposoobpatlueHunsa MKK,
MaroKpoBue BonbLIOro Kpyra kposoobpauleHust BKK) — passutue
CUCTEMHOWN MMMNOKCUK (rnaBHbIM 0OpasoM — LIMPKYNSTOPHOM Npu
Benbix NoOpoKax, reMMYeCKon — NPu CUHUX MOPOKax, XOTH Npw
pa3BUTUKN OCTPOU neBoxenygodkoson CH, Hanpumep, nmeer
MECTO U BEHTUNALUMNOHHAA, N AnddPpy3noHHas runokcus).




KNACCUNDOUKALUA

CyLlecTBYET MHOXECTBO Klaccudouk
BI'C ycnoBHO genat Ha 2 rpynnbl:
.benble (bnegHble, ¢ neBo-npaBbIM cf
CMeLLMBaHNSA apTepuaribHOu N BEHO:
.2. CnHue (c npaBo-neBbIM COPOCOM |
apTepuanbHON 1 BEHO3HOW KPOBMW).

Cheetzyeste neperopoIpat
APTCRIRITHHOT 0 KOKYCA



Mnonnasua. [lpuBognT K HegOPa3BUTUIO NPABOro UM NEBOIO
Xenygodka. TornbkKo ogHa nonoBuHa cepaua cnocobHa
9P EKTUBHO NEpeKavumBaThb KPOBb. OTO CUHUU NOPOK cepaua.
OedekTbl 06CTPYKUMU. BO3HMKAIOT, KOrga KranaHbl cepaua,
apTepuUn NN BeHbl CTEHO3MPOBaHbLI UK aTpe3npoBaHbl (CTEHO3
aopTaribHOro, fiero4Horo Knanada)
edekTbl neperoponku. Handonee pacnpoctpaHeHHbin Tnn BIN1C

DedekT

ToK KpoBH




BPOXAOEHHbIE NMOPOKU PA3BUTUA
KXENYOAOYHHO-KULWWEYHOI'O TPAKTA

bone3Hb ['MpwNpyHra (CUHOHUM: araHrnNMo3) —
aHoOManus pasBUTUSA TONCTOU KULLKN BPOXOEHHOW
3TMONOrnn, NpmBoadALLasa K HapyLLeHUI0 MHHepBaLUn
doparmeHTa KULWKU N NPOABNAETCA YNOPHLIMU 3anopamu.
ITUOSIONUSA U nNaTtoreHes

B ocHoBe 3aboneBaHusa NexuT HapyLleHne NHHepBaLuun
TOJNCTOMN KULLKU, HWXKHUX €€ OTAEeNOB, NpuBoasLlee K
CHMXEHUIO (BNNOTL A0 OTCYTCTBUA) NEPUCTaNLTUKM
araHrnMoHapHoro cermeHTa. B pesynerate B
BbiLLenexallunx otaenax ckansmBaeTca KueyHoe
coaepXnmMmoe — BO3HUKAET 3anop.

Yalle boneoT Manb4nku.



F Al IGA I VIVIFEI T v wilviw WVPIVIDI

1. PekTanbHasg (25 % crny4yaes)

a) C nopaxeHmnem NPoOMeXXHOCTHOro oTaesna NPsiMon KULLIKK (C
CYNepKoOpPOTKUM CEMMEHTOM)

0) c nopaxeHnem amMnyrigpHOM N HagamnynspHoOM Yacteun nPSsMoun
KULLKKU (C KOPOTKUM CETMEHTOM)

2. PekTocurmomnaansHas (70 % crny4yaen)

a) c nopakeHnem aucrtanbHOM TPEeTU CUrMOBUAHOWN KULLIKA

6) c nopakeHnem bonbLIen 4YacTu UMM BCEN CUrMOBUOHOWN KULLIKK (C
ONWHHBIM CErMEHTOM)

3. CermeHTapHas (1,5 %)

a) c OO4HWUM CETMEHTOM B PEKTOCUIMOMAHOM Nepexoae unm
CUTMOBUOHOW KULLKE

0) c AByMSA cermMeHTamMmn U HopMarbHbIM Y4aCTKOM MeXay HUMU

4, CyoToTtanbHas (3 %)

a) C nopaxeHmnem fieBoun NosfIoBUHbI TONCTON KULLIKK

0) c pacnpocTpaHeHneM npoLecca Ha nNpasByto NOSIOBUHY TOSICTOMN
KULLIKK

5. TotanbHag (0,5 %) — nopaxkeHne Bcen TONICTOU KNLLKU N UHOrAa
4aCTW TOHKOMN.




HopmanbHaa curMoBuaHan
000104YHaA KMLLKA U
NpAMan KWLLKa

Onyxwan curmoBuaHan
000404HanA KMLLKE,

foneaHb MMplunpyHra




- lHoannmiaonaun
- AHEYILIOMAUHA

- Jlesrenum
- Tpanciaoxkanun
- UuBepcun




CuHapoMblI
CBAA3AHHbIE
C ayTOCOMHBIMHU
AHOMAJIUSIMH

(Cunapom /layHa,
JaBapca u ap.)

Cunapomsl
CBfI3aHHLIE
C aHOMAJIUSIMHU
MOJIOBLIX
XpPOMOCOM

(IIepemeBckoro
-TepHepa,
KaaHdeasTepa u ap.)




CuHOpom [ayHa
(mpucomus 21)









CuHOpom
[lamay
(mpucomus 13)



[ TOpOKM BHYTPEHHUNX OPraHoB:

ApuHsHuepanus (63,4%)
Anna3usi MoO30s1Uucmo20o
mena (19,3)

lunonna3usi MO3)XKeYyKa
(18,6%)

BI1C (80%) — AMXXT1,
AMIIr

AHomanuu noyek (58,6) —
Kucmabl, yogoeHue

JlIoXaHKU, 2uOpoHepo3,
ydeoeHue Mo4YemoYHUKa

o [lopoku XKT (50,6%) —
He3aeeplweHHbIU
nosopom Kuwe4vyHukKa,
dueepmukyn Mekkensi.

e Kpunmopxu3m,
aunocnaousi,
aunonna3usi HapyxHbIx
MoJs1o8bIX Op2aHoes,
ydeoeHuUe MamkKu u
eJlacanuuwja, deypoeaas
Mamka.



deHoTUN:

Mukpouedpanusi
(58,7%)
TpuzoHoueganus
Y3Kkue ana3Hbie wesnu

3anaswas
rnepeHocuuya

Lllupokoe ocHoeaHuUe
Hoca

Hu3Kko noca)keHHble,
deghopMupoeaHHbIe
YUWHbIe PaKkoOB8UHbI
(80%)

MukpoaHamusi (32,8%)

PacwenuHa 2ybbi u
Heba (68%)

 Konoboma padyxku

(35,5%)

e IrnuKkaHm,

MUKpoOgmasibMusi
(77%)

Kopomkasi wesi
MNonudakmunus (50%)

driekcopHoe
rnoJsioXXeHue nasibyes
pyk (44,4)
Bbinyknbie OfTUHHbIE
Hoamu

lTonepe4yHasi
J1aOOHHas1 cK/1aodkKa






a - MOHT'OJIOUIHBIN
paszpes mas

0 -JIeBOCTOpOHHSIS
MHUKPO(TaTbMUA U
CpeIMHHAs
pacieynruHa ryosl U
HeOa

B - YMEpPEHHAas
MHUKPOICHHUS U
neopMHUpOBaHHAS
yIIIHAsl paKOBHHA
CO CBHCAIOIIUM
3aBUTKOM

r- 1€()EKThI
CKaJIbIla TEMEHHOU
o0JracTu



IHoauxucro3sHag mouyka



CuHOpom
Jdeapdaca
(mpucomusi 18)




[lpoaBneHuna BI'1P:

MukpodpTanbmMmua, HU3KO pPacrofnoXXeHHbIe YLIIHbIEe
PaKoOBUHBI, BbICOKOE HEDO, pacLlennHa Heba,
MWUKPOreHUsA, MUKPOCTOMMUS;

[ MnepTpoduna KNUTopa, rmnocnagua, KpUNTopXn3sm;

AHOManNnMn KOHeYHoCcTeN (rIeKCOPHOE NOSIOXKEHUE
KNCTEW, KOPOTKNU U LLMPOKUIN OONbLLIOW Mnarew cTomnbl,
«CTONa-ka4varnka», Ko)KHasi CUHOaKTUING CTor,
KOCOJ1anoCTb);

"Topokun cepgua (AMIT, AMXKITT);

opoku XXKT (aTpe3ua nuwesoga v XXen4vyHoro ny3blipsa);
OPOKU MOYEBOU (CpaLleHne N yaBoeHue noyek, KUCThI,

rmapo n merano-ypertep)

[Topoku LUIHC (rmnonna3sua Mmo30nmMcToro Tena,
MO3XKe4Ka).
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CuHOpom
LllepewescKkoz20

— TepHepa
(45, XO)
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CuHOpom
KnauHgenbmepa
(47,XXY)







Cnacmnbo 3a BHUMaHue




