IMOpUOHAasIbHbLIE 2PpbIXKU Y
demeu.

Kadenpa
OETCKOWU Xpypruu
benMATI1O




OTUonorus.

REVISED

3:14 pm, 10/23/08

Umbilical Orifice
Cord.___ £ ;

AMOpuroHanbLHoU rpeixen (omphalocele) unm rpbixen
NyrnoYyHOro KaHaTukKa HasblBalOT MOPOK Pa3BUTUS, NPU KOTOPOM
K MOMEHTY poXAeHusa pebeHKa YacTb OopraHoB OpHOLLHOM
NOMNOCTN pacnosiaraeTcd BHEOPIOLWMHHO, B MYyNOBUHHbIX
00oo4kax, CoOCToALNX U3 aMHMOHA, BapTOHOBA CTYAHSA U
nepBUYHON HeanddepeHLMPOBAHHON OPIOLLINHGI.



[laToreHes n ctaTucTuka.

REVISED

3:14 pm, 10/23/08

3abo0jeBaHNE BCTPEUYACTCS C
IIOITYJISIIIAOHHON YaCTOTOM —

1 ra 6-10 THIC.
HOBOPOXJICHHBIX, Yallle Y
MaJILUYUKOB. | UIT HACJI€TOBaHUSI
IPEANOJIOKUTEIBLHO
ayTOCOMHO-IOMUHAHTHBINA U
CLEIUICHHBIN ¢ X-XpOMOCOMOU




[ lpeHaTanbHaga gMarHocTuka.

REVISED
3:14 pm, 10/23/08

Ha npeHaTtanbHOM 3Tane
pekoMeHAayeTcsa Takke
ncenegoBaHMe aMHUOTUYECKOW
XMOKOCTU Ha
anbgadeTonpoTenH u KpoBu
nroga Ha XpOMOCOMHYIO
NaTosioruio.

Omdanouene AOBOSBHO JIENKO AMarHOCTUpyeTCs npeHaTtanbHO npu Y3
—nccrnegoBaHum B nocnegHem tTpumectpe 6epemeHHocTu. Ha Y3 MoxHO
TaK e BbISIBUTb COMYTCTBYIOLWME NOPOKU, ECNKn B rpbPKEBOM MELLIKE
onpeagensieTcsl Ne4YeHb, 3TO 3HAYUT, YTO rpbika umeeT bornblune pasmepsl
N MaTepU CKopee BCero rnoTpebyeTcsl KecapeBO CEYEHMUE.



[ lpeHaTanbHaa guarHocTuka.

REVISED

3:14 pm, 10/23/08

- BUOXNMUYECKNI CKPUHUHT NEPBOro TPUMECTPA:

ornpegeneHne accoumMmpoBaHHOro ¢ bepeMeHHOCTLIO NMITa3MEHHOIo
npoTteunHa A (Pregnancy-associated plasma protein-A — PAPP-A) B
KOoMMriekce ¢ beTa-cydbeanHULEN XOPUOHNYECKOIO roHaAoTPOoNMHa
yenoBeka (beta-XI'Y);
- BMOXMMNYECKNA CKPUHUHI BTOPOro TPMMECTpa:

onpegeneHue ypoeHen beta-XI'4, anbda-petonpotenHa (API1) un
HEKOHBIOrMPOBaAHHOIO (CBOBOAHOIr0) 3CTPUONa;
- ANHaMun4deckas (Ha4ynHasi C NepBoro TpumecTpa) axorpadus;
- KOMMeKkcHasa (MHTerpupoBaHHas) OLEHKa YPOBHS pucka poXXaeHus
pebeHKka ¢ XpOMOCOMHbLIMU aHOManMsiMmM Ha OCHOBaAHUN OaHHbIX
aHamHesa, Y3W u nokaszarenenn OBUOXMMUYECKOro CKPUHUHTA;
- NHBa3MBHas NpeHartanbHaa AnarHoCcTuKa Cc npoBegeHneM MeanKo-
reHeTUYECKNX NccnegoBaHni.
Obsi3aTeribHbIM YCNOBUEM YCNELLHOro NpoBeAeHUs NpeHaTanbHOM
OWarHOCTUKU SIBIISIETCA NpeaBapuUTenibHOE NogpobHOE BbISICHEHUE
CEMENHOr0 U aKyLLEepPCKO-rMHEKONOrM4ecKkoro aHaMmHesa.



Omdanouene nnm ractpoLnsnc?

REVISED

3:14 pm, 10/23/08

[TynoYHbIM KaHATUK, B OTNINYME OT
racTpoLunsuca, akTUBHO y4acTBYET B
dopMUPOBAHUMN TPLIXKEBOU CTEHKN.
OH MOXeT pacnonaraTbCa CHU3Y Npwu
anuz2acmparsibHbIX rpbhKax,
LEeHTpanbHO, MHOrOa cBepxy, Npu
aurioeacmparsibHbix rpbixax. 1o kpato
9MOpuroHanbHbIX 0060NOYEK NMEETCS
KOXHbIN Banuk. Koxa nHorga saxoaut
Ha rpbiKeBOE BbiNs4YMBaHUE U

Pue. 1. HosopoXagHHLIe ¢ mﬁ-pnol-mnbl-loﬁ

rpuike (A) U ractpolumsucom (B) HYaCTUNYHO NMOKPbIBAET €r0.

(mo M. Feldman et al., 2003)




Knaccugukaumna omdanouere.

REVISED

3:14 pm, 10/23/08

Knaccndonumnpytotr omdpanouerie no pasmepam. 3a pybexom
obpallaloT BHMMaHKe Ha pa3mepbl gedekta B OpIoLLHON CTEHKE, B
Hallen cTpaHe — Ha pa3Mepbl MPbRKEBOro MeLLKa.

B aTon cBA3M 3acnykMBaeT BHUMaAHUS

knaccudgpukauma C.A. doneukoro (1976), kotopas
YUYMUTLIBAET BCE STU NPU3HAKN.

CornacHo knaccugpukayuu C.A. doneukoro
omdanouene MOXeT bbITb creayloLme no pasmepam:

‘ e Mariblie (rpbbXun NynoYHOro KaHatuka) — gedekrt go 4
|= : CM; BblNg4YMBaHMe OO0 S5CM.;

e CpeOdHue - pedekT 4-7 cm; Bbing4ynBaHue 5-10 cm.;

o Lonbwue — pedekt 7-10 cm; Bbing4ymBaHue bosnbLue
10 cm.

mm



ConyTCTBYIOLLME NOPOKN Pa3BUTUS.

REVISED

Conymemeyrouwue nopoku pa3eumus, B hadie
OTSIn4YMe OT racTtpoLumaunca, Yacto (50 - 65%)
BCTpeyatoTcs npm omdranouene (S. Shuster
1995). Npn aTOM UMeEET 3Ha4YEHME KaKkou BUA
PN nMeeTca y bonbHoro. Hanpumep, npu
anuracTpanbHbIX rpbikKax, Korga HapyLlueHo
pa3BMUTME BEPXHErO 3a4aTka OpOLLHON CTEHKU
4YacTo BCTpeYvarTcs AedeKTbl gnadparmel,
rpyaOvHbl, BPOXOEHHbIE MOPOKU cepaua,
00bI4YHO AedekTbl neperopoaok. Ecrnin
NMEETCA rmnoractpansHas rpbka (CMHAPOM [
HWXHen cpegHen nnHnum), Moryt UMeTb MecTo |
NOPOKU MOYEMNOSIOBOUN CUCTEMbI, aTPE3NU
aHyca, Kroaka, MEHMHIroMuenoLerne,
9KCTPOdUA MOYEBOIro Ny3blpda, AedeKTbI
Kpectua. 3Tu 6oNibHbIE PeAKO UMEIOT MOPOKU
cepaua, a MMenoMeHuHrouene peako
OCJIOXHSIETCA rmgpouedanuen.




[leHTpaga KaHTtpenna.

REVISED

3:14 pm, 10/23/08

1. omdanouene,

2. nepenHas
AnadoparmanbHas rpbixa,

3. paclienuHa rpyguHel,
4. cMelleHne cepaLua KHU3y,

5. AeEKT cepaeyHbIX
neperopoaok

IIpu cunapome bekBura-Bugemanay
HOBOPOKICHHBIX YaCTO PA3BUBACTCH
TUNOIJIMKEMHUS, 2 B MMOCJIEAYIIEeM OHH
CKJIOHHBI K 3JI0KA4eCTBEHHbIM
3a00/1eBaHUAM: omyxoJid BuibMmca,
HeHpoOdacToMaM, AAPCHOKOPTUKAJIbHBIM
OILY XOJISIM.




TpaHcnopTMpoBKa 1 npegonepaunoHHas

NnoAroToBKa. REVISED

3:14 pm, 10/23/08

Cpa3sy nocrie poxgeHusa pedbeHKy yctaHaBnmBatoT
HasoracTtpanbHbIX 30H4 ONS NPOMUIaKTUKKM aspodharnm
1 gekomnpeccumn xenyaka. ['pu uenbix rpbiKeBbIX
000J104Kax BbiNg4YMBaAHME NOKPbLIBAKT CTEPUITBHOM
NMOBA3KOM N NPOBOAAT TPAHCNOPTUPOBKY B
TPaHCMOPTHOM KtoBe3e. [1oBA3ka He AOoImKHA ObITb
MOKpPOW, 4YTO Obl HE BbI3BaTb NMepeoxnaxaeHne pedbeHka
13 3a ucnapeHus xungkoctu. INpu donbLuom
BbINAYMBAHUN U OTHOCUTESIbHO Manom gedekre (rpbika
MO TUMY «MECOYHbIX YaCOB») UMEETCH OMNaCHOCTb
COaBNEHNA COOEPXKNUMOro MeLLKa B rpbIXKEBbIX BOPOTAaX.

Takyto HeCcTaburbHYO 1 NMOABUXKHYIO FPbIKY cregyer
donkcupoBaTb cneunansHon noBaskon Kerlix nnm

CBEpPHYTOWN NeneHKon, 0bepHYTON Yy OCHOBaHUSA rPbiKK
3aBsA3aHHON Ha CNUHE pebeHKa.




TpaHcnopTMpoBKa 1 npegonepaLmoHHas

NoAroToOBKa. prep

3:14 pm, 10/23/08

[MpumepHo 10% ageten ¢ omdarnouene poxgaeTcs C
NoBpeEXAEeHHbIMMN, pa3opBaHHbIMM 000SI04YKaMU. OTU
OonbHblE 0YEHb YYBCTBUTESBbHbI K TUNIOTEPMUN U
rmnososieMun. iIMeroTca 3HaunTernbHbIE NMOTEPU
XNOKOCTW BCrieacTBMe ucnapeHnsa n onacHoCTb cercuca
BCieCcTBME ODHaXXeHHOro KuilevyHuka. BegeHune atux
OETEeN Takoe e KaK 1 npu ractpowinsuce. Cpasy nocne
POXOEHUS HUXKHIOKO NOJIOBUHY Tena pebeHka, BMECTE C
BblMaBLUUM KULLEYHUKOM, CcrieayeT NOMeCTUTL B
CTEPUNbHbLIN MMAaCTUKOBbIM MELLOK. OTO NO3BONAET
CHU3UTb UCMapeHne XNUOKOCTU, NoTeEPU Tenna n puck
CenTnYeCcKux ocrnoXxHeHunu. [poBoaaT HasoracTparnbHYH
MHTYOaUUO Ansg acnupauun XXenygodHoro
coaepXnMmoro. TpaHCNOPTUPOBKY OCYLLECTBIAIOT B
TPAHCMOPTHOM KIOBE3€ CODStogeHNEM BCEX NpaBun Al
HOBOPOXAEHHbIX.




TpaHcnopTMpoBKa 1 npegonepaLmoHHas

NOAroTOBKa. —

3:14 pm, 10/23/08

[ToTpebHOCTU XXNAKOCTU Y AETEN C Pa3pPbIBOM
000s104eK NPUMEPHO B 2,5-3 pasa Bbille, YEM Y
HOpMasibHbIX HOBOPOXXAEHHbLIX U COCTaBMAT
60-80 mn/kr/cyTku B nepsble 24 Yaca.
HauynHatloT MHPY3NOHHYIO Tepanuio B obbeme
20 mn/kr 10% gekcTpo3on n pacTtBOpOM
PuHrepa B TedyeHne 30 MMH. 3aTeM Ha3HaA4valoT
npoTenHoBble ppakumm nnasmel (10 mn/kr) v
naktaTt PuHrepa B o06beme 150-200
MIT/Kr/cyTkn. 3 PeKTUBHOCTb MHAY3NOHHOW

Tepannmn oueHnBaroT No BOCCTaHOBJIEHUIO %

cepaeyvyHoro pmtmMa M HopmMmaribHOMY
MoyeoTaeneHuto. Ana npodunakTuku
MHPULMPOBAHUA Ha3Ha4YarT aHTUONOTUKM.




OnTnmManbHble CPOKMN XUPYPrUYEeCcKoro
BMELLIATENbCTBA B YCIOBUAX NepUHAaTanbHOro

LEeHTPAa gfﬂf?m&ms

« OMOpMOHanbHas rpbika € y3KMM OCHOBaHUEM aedekTa - 2
CYTKU XXN3HWU;

« OMOpuMoHanbHas rpbika C LUIMPOKUM OCHOBaAHUEM
aedekra - 5-6 CyTKU XKN3HMW.

PagnkanbHOMY onepaTtuBHOMY BMeLLATENLCTBY
noanexaTt HOBOPOXAEHHbIE C MarbiMU U
CpeOHNMUN rpbiKaMK MpPr XOpOoLLO
cdhopMnUpOBaAHHOW DPIOLLHOM MNOMOCTU U
OTCYTCTBUU OTAr4yatrowmx dpaktopos (rnyookas
HeJOHOLLIEHHOCTb, PpoaoBasi TpaBMa, cerncuc), a
TaK Xe rpbhku NO TUMNY «MECOYHbIX YaCoB» UMK

pa3pbIBOM 0DOOMOYEK.




KoHcepBaTMBHOE NeYyeHne
9MOPUOHAanNbHbIX FPbIX. e

3:14 pm, 10/23/08
KoHcepBaTUBHOE fie4eHME NoKa3aHo
aoeTsam ¢ 6ornblMMK pa3mepamm
rpbiKnN, HEOOPa3BUTOW BPIOLLIHON
NOJSIOCTbIO U TAXKENOoMn
conyTcTBylowen natonoruen. Cpasy
nocrne poXxageHmnst 000no4YKu
obpabatbiBaloT 2% HaACTOMKOM UoAaa,
cnupToMm, 5% pacTBopom
nepmMaHraHarta Kanus c
nocneayoLwmum HanoXXeHnem
CTEPUNbHbIX MOBA3OK. 3a pybexom
Ons 3TUX Lenen Ucnonb3yrT
Mepkypoxpom (0,25%) nnun 0,5%
AgNO3. B pesynbTaTe exegHeEBHbIX
nepeBA30K 0O60S104KM NpeBpaLlatoTCs
B CTPYN YEpPHOro LBeTa,
HENPOHMLIAEMbIN Ana MHdEeKLU M.




XUpypruyeckoe redveHue.

REVISED

3:14 pm, 10/23/08




XUpypruyeckoe redvyeHue

REVISED
3:14 pm, 10/23/08




XUpypruyeckoe redvyeHue

REVISED

3:14 pm, 10/23/08




XUpypruyeckoe redvyeHue

1a

REVISED

3:14 pm, 10/23/08




XUpypruyeckoe redvyeHue

REVISED

3:14 pm, 10/23/08




XUpyprunyeckoe reyvyeHue
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REVISED

3:14 pm, 10/23/08




XUpypruyeckoe redvyeHue

REVISED

3:14 pm, 10/23/08

MoXHO ncnonb3oBaTh A58 NacTUkM gedpeKkTa UCKYCCTBEHHbIe
mMatepuarnbl [opTekc, MapTekc, KOHCEPBUPOBaHHYIO TBEPAYHO
MO3roBYyt0 00OSIOUKY 1 T. .



XUpypruyeckoe redvyeHue

REVISED

3:14 pm, 10/23/08

B nocnegHue rogbl Yalle UCMOomb3yT CUNaCcTUK—

OAKPOHOBbLIN MELLOK «Silo».




XUpypruyeckoe redvyeHue

REVISED

3:14 pm, 10/23/08




[locneonepaunOHHbIN MEePUOA.

REVISED

3:14 pm, 10/23/08

B niocieonepannoHHOM IIEpHOAE (hyHKIIUS
KMIIIEUHUKA BOCCTAHABIIMBACTCS PaHbIIIE, YeM HPHU
ractpouiusuce. [103ToMmy s3HTEpaAIbHOE ITUTAHUE
OOJIbHBIM HAYMHAIOT PaHO. Y HEOOJIBIIOW I'PYIIIIbI
0O0JILHEIX, 0COOEHHO HEIOHOINEHHEIX, MOXKET OBITH
TUIIOTLIA3USA JIETKUX, TpeOyromas auureabsaon NBJI.
[Ipn ncnonp3oBannm Menika «Sil0» BO3MOKHBI
CEIITUYECKUE OCITIOKHEHUA. B OT/IajIeHHbIE CPOKH
IIOCJIE OIEpay BO3MOKHO BO3HUKHOBEeHHUE [ DPb n
[IaXOBBIX I'PBIK BCJIEICTBUE MOBBIILIEHHOTO
BHYTPHOPIOIIHOTO JIaBICHUS.




[ 1pOrHo3.

REVISED

3:14 pm, 10/23/08

Ecnu y pedenka chopMrupoBaHa BEHTpaIbHas
I'PBhIXKA, €€ YCTPAHSIIOT ONIEPATUBHBIM ITYTEM B
Bo3pacte 2-5 JeT. [IpenBapuTeabHO BEIIOIHSIOT
(G YHKIIHOHAIBHYIO MPOOY, ITO3BOJIAIONTYIO BBIICHUTH
CTEIIEHb KOMIICHCAIUU ITOBBIIIECHUSA
BHYTPHUOPIOLIHOTO IaBJICHUS TP BOPABICHUU
I'pbKU. Ecii yacToTa myJsibca U ApIXaHus,
[IOKA3aTENU ra30BOr0 COCTaBa KPOBU OCTAOTCS B
mpeaeaax HOpMbl BO3MOXKHO YCTPAHEHUE I'PBIKH.
[Ipu y4aiieHuu 1myJib¢ca U OABIIIKHA, OTIEPALAIO
OTKJIAJBIBAIOT JIO TEX MOP, IMOKA OPIOIIHAS TOJIOCTh
HE JOCTUTHET JOCTAaTOYHOIr'0 pasMepa.



[ 1pOrHo3.

REVISED

3:14 pm, 10/23/08

JleTtanmbHOCTH IIpH OM(aTOLEIIE NPSIMO 3aBUCHUT OT
pa3MepoB I'PbDKH, JOHOIIICHHOCTH pEOCHKA, pa3phiBa
000J104€K M CONMYTCTBYIOIIEH maTonoruu. Hampumep,
pu reHrpaae Kanrpeiia netaabHOCTh JOCTUTACT
75%. O0mas 1eTanbHOCTh IIpU oM (pajIolelie B HEJI0OM
BBIIIIE, YEM ITpHU ractpommsuce u cocrapisiet 30-40%.
[Ipy OTCYTCTBUH COMYTCTBYIOUIUX ITIOPOKOB U
OCJIOKHEHUH, J€TH, YCIIEITHO ONIEPUPOBAHHBIC B
[IepHOJIe HOBOPOXKICHHOCTH, B IaJIbHEHUIIIEM PaCTyT U
Pa3BUBAIOTCSI HOPMAJIbHO.



