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= B crarbe npefcTaBIeHbl PE3YIbTaThl BbIABIEH)A BPOXKIEHHBIX TOPOKOB Pa3BUTHA IUIOLOB B yIbTPa3BYKOBOM OT/le-
nennu HUW AIuP nm. J1.0. Otra 3a nepnoxn 2013-2017 rT., mpou3BefieH aHAMN3 I3MEHEHMs X CTPYKTYPbI ¥ CPOKOB
oOHapy>XeHN:A. BBIIOTHEHO comocTaBeHye C MUPOBBIMM IaHHBIMU ¥ OIMCAHBI BBIAB/ICHHBIE HAMU IIOPOKY pasBUTHS,
KOTODbIE BCTPEYAIOTCA KpaliHe PefKo.

= KiroueBble cnoBa: 6epeMeHHOCTD; YIbTPa3ByKOBas AMATHOCTMKA; BPOX/EHHbIE IOPOKM PasBUTHS; aHOMANUA pas-
BUTHA IUIOAA; IPEHATA/IbHBIN KOHCYIINYM.
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= This article presents the data on the prevalence of congenital fetal anomalies in our hospital population obtained for
the past five years (2013-2017). We analyzed the changes in their structure and the timing of diagnoses for the anomalies.
In addition, the comparison of our results with international data was performed and extremely rare anomalies were

described.
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Bpoxxpennble nopokn passurus (BIIP) asna-
I0TCSI OfHMMU U3 Hauboslee 4acTo BCTPEYAIONINX-
Cs TIATOJIOTUI1 Y HOBOPO>KIAEHHBIX 1 JIeTeil IepBOTO
rofia xusHu [1, 2]. BpoxJieHHbIe TIOPOKM MOKHO
OIpeNieNNNTh KaK CTPYKTYpHBlE WIN (QYHKINO-
HaJIbHbIe AHOMAJINM, BBIABIAEMbIE IPU POXKJe-
HuM. Bce aTi 0co6eHHOCTH pa3BUTHSA MOTYT OBITH
00YC/IOB/IEHbI TOBPEX/IEHNEM MEXaHM3MOB OOTe-
He3a, BO3JIEJICTBYEM TI€HETUYECKMX ¥ BHEUIHMX
¢dakTOpOB B Iepuof sMOpuoreHesa u Qerorenesa.
ITo cegenmam BO3, a Tak)ke COIMTaCHO HAHHBIM
HONY/IAIMOHHBIX MCCIIEIOBAHNUI, IPOBEIeHHBIX
B Pa3IMYHBIX CTPaHAX, JaCTOTa BCTPEYAEMOCTH

BPOXX/IEHHBIX TIOPOKOB pPa3BUTUA COCTABJIAET
B cpegHeM OT 3 10 6 %, mpu4eM 3TO IPUBOAUT
K neranbHOCTH B 30-40 % crydaes, a Takxe CIIy-
JKUT OCHOBHOM IIPUYMHON HETCKOV CMEPTHOCTU
(mo 25 %) u wuBanuguoctu (mo 50 %) [3].
Bo3MOXXHOCTM COBpEMEHHOJ MegULIVHBI II0-
3BOJISIIOT KOPPUTMPOBATh MHOTVIE HEKypabenbHble
paHee 3a060/1eBaHMsI ¥ MPOMAJIEBAIOT XM3HDb HAlly-
enroB ¢ BIIP, Takum o6pasom, ux obiiee 4mcio
BO BCeM Mupe yBenmduBaerca. B To xe Bpems:
OTMeYaeTCs HEKOTOpOe CHIDKEHIUE POXXJEHUA Jie-
TeJl C BpOXK/IEHHBIMY IIOPOKAMM Pa3BUTHA B CBA3Y
C IIMPOKMM BHEPEHMEM B MEJUIMHCKYIO ITpaK-
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THUKY YIbTPa3BYKOBOTO IIPEHATATbHOTO CKPYHIH-
rOBOr0 00C/IeIOBaHNUA Ha IIPUOOPAX SKCIIEPTHOTO
K1acca. MennipuHa ObICTPO pa3BUBAETCH, YIbTpa-
3BYKOBbIe IPMOOPBI IKCIIEPTHOIO KJIacca COBEp-
IIEHCTBYIOTCS, U C KaJKIIbIM TOJJOM TIOSIB/IAETCA BCe
0orbllle BO3MOXKHOCTeT /11 PAaHHETO BBIAB/ICHIA
TeX VIV MHBIX OTKJIOHEHMII B pa3BUTUM TIOfA [4].
9T0 faeT BpeMs ¥ BO3MOXXHOCTb POIUTEIIAM CBOE-
BpeMeHHO, yXe B panHme cpoku (I tpumectp),
IPUHATD pellieHNe O Le/IeCO0OPa3HOCTY IPOJIOH-
TMpOBaHUA OEPEMEHHOCTU WM ONPENeIUTh TaK-
TUKY HaOJIIOfleHNs 32 pasBUTHEM IUIOZA, @ TAaKKe
aJITOPUTM BBITIOTTHEHM JTOTIOTHUTENbHBIX 00CIe-
TOBaHMIT ¥ KOHCYIbTanuit. Takum o6pasom, onTu-
Mu3anyAa ncxonos BIIP HOBOpOXX€HHBIX 3aBUCUT
OT VX CBOEBPEMEHHOIO AHTEHATa/IbHOTO BBIAB-
JIeHMs. ¥ TPaMOTHOTO KOHCY/IbTMPOBAHUA IIapbl
C IIpUBJIEYEHVIEM aKyIIePOB, TEHETUKOB U A TCKMX
XMpypros [5, 6].

B HacTosIIee BpeMA Ha MeX/YHAPOTHOM YPOB-
He OpraHM30BaHa CYCTeMa MOHMTOPMHIA, B paM-
KaX KOTOPOJ pPerucTpUpYIOTCA IPOMCXOXKJeHNe
BIIP u ¢akTopsl prcka MX BO3SHUKHOBEHUA, Pa3-
pabaThIBaIOTCA MEAVLINHCKIE, COLVIaIbHBIE Y 9KO-
HOMMYECKVe TIyTV IpefyIpeXAeHNs pasBUTUA
BIIP [7].

Tabnuya 1/ Table 1

B ynprpassykoBoMm otpenenun VincTuTyTa aKky-
HIEPCTBA, TMHEKOJIOTUN M PENPOSYKTOIOTUM VIMe-
Hu J1.O. OTTa exxefHEeBHO Ha MIPOTSKEHNY MHOTUX
NIeT MPOBOJATCA YAbTPa3BYKOBBbIE MCCIESOBaHNA
OepeMeHHBIX 2-TO YPOBHs, BKIIIOYawlue B cebs
yIbTPa3BYKOBble CKPMHMHIM B COOTBETCTBUM
¢ npukasoM Ne 5721 ot 2012 r. Bce mccnenosa-
HUA BBIIOTHAIOTCA Ha IIPUOOpax SKCIEPTHOTO
KJIaCCa BpayaMM BBICOKOTO YPOBHS IOATOTOBKM.
B cpenneM B rop B OTHeNeHNMM IIPOBOJAT Ooree
10 000 mccmemoBanmit, U3 KOTOPBIX CKPMHMHTOBBIX
okono 2500. Hamy npoaHanusupoBaHbl pe3yiib-
TaThl 00C/eNOBaHNs OepeMeHHBIX CKPUHIHTOBOIT
rpymniel 3a nocnegHue 5 net (tabn. 1). CpepHas
yacrora BIIP cocraBuma 1,38 % (1,1-1,91 %), uto
COTMOCTaBMMO ¢ MMPOBbIMU laHHBIMU. Ilo cBepe-
HuAM M.B. MenBeneBa, HanpuMep, dactota BIIP
B CKpPMHMHTOBOIJI rpymie cocTasnsAeT 1,2-1,7 % [8].

[Ipeobnaparoiee OOMBIIMHCTBO OCOOEHHO-
CTell pasBUTHs OBIIO BBISABIEHO B IIEPBOJ IOJIO-
BuHe 6epemenHHocTu (1o 80 %), mpuduem 30 % u3
Hux — B | Tpumectpe (tabn. 2). 3a nepuog ¢ 2013
1o 2017 r. HaMeTUIach TEHHEHUYA K YBEIMYEHUIO
YJIC/Ia TIOPOKOB PasBUTHS, 0OHApYXKeHHBIX B I Tpu-
MecTpe. 3a UCCTIeAyeMblIl IepUoJ, 3HAYUTE/IbHO BbI-
pOC/a 4acToTa BBIABIEHMA B | TpuMecTpe Takmx

CTPYKTYpa M KOIMYECTBO BbIABEHHbIX BPOXAEHHbIX MOPOKOB pa3BUTUA NN040B B CKPUHUHIOBOM rpynne 3a 2013-2017 rr.
Distribution and frequency of congenital fetal anomalies (2013-2017)

MNokasatenu
2013
Konnuectso 0b6cnenoBaHHbIX 6epemeHHbIX 2551
BpoaeHHble MOPOKM pa3BUTKA, BCErO 37
1,45%
MopoKM cepaeUHO-COCYANCTON CUCTEMDI 6
16%
MOpOKK LLEeHTPANIbHON HEPBHOW CUCTEMBI 7
19%
MopOKM MOYENONOBOW CUCTEMbI 10
27 %
MOPOKM Keny[ouHO-KULLEYHOTO TPAKTa 1
2,5%
CkeneTHble agucnaasum 5
13,5%
0O6pa30oBaHuA bpHOLLIHOWM NoAOCTH —
[pyrue BpoxaeHHble NOPOKM Pa3BuTUA 4
11%
MHoecTBeHHble NOPOKM Pa3BUTUA 4
11%

Toab!

2014 2015 2016 2017
2608 2350 2435 2500
33 26 28 48
1,27% 1,1% 1,15% 1,91%
4 2 3 6
12% 7,5% 10,5% 12,5%
11 7 2 14
33% 27 % 7% 29 %
2 5 4 4
6 % 19% 14 % 8%
= 2 = 3

7,5% 6 %
2 4 6 6
6 % 15% 21% 12,5 %
= 4 8 3
15% 28 % 6 %
11 1 5 8
33 % 4% 16,5% 16 %
3 2 1 4
9% 7,5 % 35% 8%
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Tabnuua 2 / Table 2

PacnpegeneHue BbifBNEHHbIX BPOXAEHHbIX NOPOKOB pa3BUTUA NO TpumecTpam 6epemeHHOCTH,

B KOTOpble OHU 6blan 06Hapy»KeHbl (2013-2017)

Trimester distribution of congenital fetal anomalies (2013-2017)

Bpems ycTaHOBNEHUA AWarHosa

2013
B | Tpumectpe 5
13,5%
Bo Il TpumecTpe 24
65 %
B Il TpumecTpe 821,5%

MOPOKOB, KaK XeiJIOTHaTOIa/IaTOCXU3NC, IIO/IN-
HBAKTUWINY, PeAYKLIVIOHHbIE OPOKM KOHEUHOCTell
(puc. 1, 2). Ilo HameMy MHEHVIO, 3HAUUTEIbHO
YBEIMYUTD MPOLIEHT AMATHOCTUKIU IOPOKOB Pas-
BUTHSI BO3MOXKHO mpu Oormee paHHeM obpaiie-
HuM (I TpuMecTp) B yYpeXHeHNSA SKCIEPTHOTO
YPOBHAL.

B HacTosIee BpeMs OOIBIIVMHCTBO HOPOKOB
Pa3BUTHUA BBIAB/AIOT IIPY BTOPOM CKPUHUHTOBOM
obcnenoBanun (0komo 50 %), TO ecTb B CPOKMU
18-21 Hepmens GepeMeHHOCTH. JJOCTAaTOYHO 4acToO
Ha 9TOM CpOKe OOHapy>XMBAIOT IOPOKM pPas3BU-
TUA CEPHEeYHO-COCYAUCTON, LIEHTPATbHOM HEPB-
HOI1 VI MOY€BBIIETNTE/IBHON CUCTEMBI.

Cpeny 0cob6eHHOCTelT pa3BUTHA, BIIepBbIE BbI-
ABJIEHHBIX y wIofoB B III TpumecTpe 6epemeH-
HOCTY, IIpeobOnagany OCOOEHHOCTM pasBUTUSA
C TIO3/IHUM IIPOSIBIEHIEM, TaKue Kak 00pa3soBaHMs
OPIOLIHOM MMONOCTY (KUCTI AMYHMKOB, KUCTBI 1a-
PEHXVMATO3HBIX OPTaHOB U OPBIKEIIKN).

Toab!
2014 2015 2016 2017
7 5 11
27 % 27 % 8 % 23 %
19 14 10 18
57 % 54 % 35,5 % 37,5 %
5 13 19
15% 9% 46 % 39,5%

Cpenu Bcex BBISIBIIEHHBIX 0COOEHHOCTel pas-
BUTUS IUIONOB, CTAOMIIBHO BBICOKOM OCTAeTCH
vyactoTa Hapymenusa passutua IJHC (mo 30 %)
U CKeNTeTHBIX auciutasuit (mo 15 %). Yacrtora MHO-
YKeCTBEHHBIX HapyIIeHNII pa3BUTYA IVIOfA COXpa-
HseTCsl Her3MeHHOM (1o 10 %), mpu aToM ux ab-
CONIIOTHOE OOIBIIMHCTBO CBA3aHO C COYETaHHBIMMI
XPOMOCOMHBIMY aHOMaJIUSIMIA.

Cpenu TIOMOB C OCOOEHHOCTSMU Pa3BUTHUS
HOYTK B 3 pasa BO3POC/IO KONMMYECTBO IUIONOB U3
aBoeH, B 2017 I. X KOJIMYECTBO COCTaBMIO 16 %
oT 00111er0 Yycia. JTo ellle pa3 MOATBEP>KIAET, YTO
MHOTOIIIOfHbIe OepeMEeHHOCTI SIBIIIOTCA Oepe-
MEHHOCTSIMU BBICOKOTO prcKa. [lo-npexkxHeMy MBI
JMAaTHOCTYIPYeM ITOPOKVI Pa3BUTHA, BCTPEYAIOLIN-
ecs KpaliHe pefiKo, TaKye KaK CMHJPOM KayHlaib-
Hoit perpeccuy, [lenraga Kaurpesna, npo6omum-
3uc, ¢pubpoanacros, pabmommomsl. K coxanennio,
HalMeHTbl HepPefKo OOpaIlaloTcs K HaM TOBKO
B III TpumecTpe GepeMeHHOCTHM, YTO MPUBOLUT

Xeitnoraaronanarocxusuc, 20 Hefenb GepeMeH-
HOCTH

Fig. 1.

Hilognatopalatoshisis, 20 weeks of gestation

IEZT¥A Penyxums npasoit KHCTH IWIOAR, 17 Hemenb Gepe-
MEHHOCTU

Fig. 2. Reduction anomaly of fetus right hand, 17 weeks
of gestation
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IEI¥EN Owmdanonene mnona, 20 Hefeb 6epeMEHHOCTH
Fig. 3.

Omphalocele, 20 weeks of gestation

K II03[JHEMY BBISBJIEHMIO TSDKE/IBIX IOPOKOB Pas-
BUTVsI, HECOBMECTVUMBIX C )XKV3HbBIO, KOTOPbIE MOT-
mm 6bITh OOHapy>keHbI yke B I Tpumectpe bepe-
MeHHOCTH. Hanpumep, ansHnedanmmy, Topakonaru
Yl MHOTYE JIpyTHe.

BonbImMHCTBO 0COOEHHOCTEN PasBUTHUA, YCTa-
HOBJIEHHBIX IIPEHATaNbHO, OBIIN MOATBEPKIEHBI
nocrie poxjenns. Muorme petu (6omee 60 %)
YCIIELIHO TIPOOTIEPUPOBAHBI IOCTE POXKAEHMS
1 HaOMOATCA Y NPOPUIbHBIX CIEIVAINCTOB.
Ham 13BeCTHBI MCXORBI ONEPATMBHOTO JIEYEHUS
¥ HaO/IOfIeHisI HOBOPOXK/IEHHBIX C BBISIBIEHHBIMM
BHYTpUYTpOOHO spina bifida occulta, ractpoum-
3ucoM, omdarorene, aTpe3nell aHyca, aTpesueit
INIEeBOAA, HEKOTOPBIMU CIOXXHBIMM IOPOKaMM
ceprua (puc. 3, 4). Bce maumeHTKM ¢ BBISIBJIEHHBI-
MU TOPOKaMM PasBUTHUS y MX IUIOZOB ObIIM Ha-
IIpaBJIeHbI K TeHeTVIKaM, HEKOTOPBIM Y3 HUX ObIIO
BBIIIO/IHEHO IIPEHATa/IbHOE KapUOTUIIMPOBAHME.
B crydae He6maronpuATHOrO MPOTrHO3a MOCTIE 3a-
K/TIOYeHNUs TPEHATaJbHOTO KOHCUINYMa HEKOTO-
pble 6epeMeHHOCTH OBV IIPEPBAHBI 10 YKETAHUIO
HaIeHTOK.

[TogBopss mTOTY, CI€AyeT CKa3arh, YTO HALIN
JaHHBIE II0 BBIABIEHUIO BPOX/ICHHBIX ITIOPOKOB
pasBUTHUA Y IUIOOB COIOCTaBMMBI C MUPOBBIM
maHHbIMM. OCHOBHBIM CHOCOOOM ONTMMMU3ALUN
CBOEBPEMEHHOTO OOHApyXeHVs IIOPOKOB pas-
BUTHs SABJISIETCS paHHee oOpallleHMe MalyeHTOK
B YUPEX/EeHNs SKCIEPTHOTrO ypoBH:A. Taxke Ham
IpefCTaB/IsAeTCsl KpaijiHe HeOOXOAMMBIM COBeEp-
IIEHCTBOBAHME CUCTEMBl IIPEHATa/JbHOTO KOH-
CY/IPTMPOBAaHUs NAUMEHTOK, IpPY BBIABICHUN
y UX IUIOAOB aHOManuil pasButusA. Ilockonbky
Haju4ye aHoManui pasputus B 5-10 pas ysenu-
4)BaeT BEPOATHOCTb XPOMOCOMHBIX HapylLIeHMWIL,

XA axpuonerne, 31 Hemenst 6epeMeHHOCTI

Fig. 4. Dacriocele, 31 weeks of gestation

BO BCEX C/Iy4yasAx IOKa3aHa KOHCY/IbTAalMA TeHe-
THKA [y pelleHns BOIIPOca O 1elleCO00pasHOCTI
IIpeHaTa/IbHOTrO0 KapuoTunuposanusa. OfHaKo He-
00XOMMO IIOMHUTD, YTO Ha)ke IpY HOPMa/JbHOM
KapMOTUIIE He MICK/II0YEHO Ha/IN4/e MUKPOXPOMO-
COMHBIX IIEPeCTPOEK, YACTOTa KOTOPBIX IIPA aHO-
Ma/IMy pa3sBUTHKA IUIOfa BO3pacTaeT B 2-3 pasa.
Kpowme aroro, 11eecoo6pa3Ho IpOBOAUTD MpeHa-
Ta7lbHOE KOHCY/IBTMPOBaHME MAIMEHTOK CIellya-
JINCTaMy Y3KOro Npouis (eTCKUMM XUPYpraMis,
opTOmefaMy, KapAyonoraMu) Iji IpOrHO3MpPOBa-
HIUA VICXOJIOB, OIpefe/ieHNns afleKBaTHBIX CPOKOB
ponopaspelenusa 1 COCTaBIeHNsA I/IaHa BeleHNs
HOBOPOX/IeHHOTr0. OpraHu3amys cucTeMbl 00paT-
HOIl CBA3M C TaKMMM MalVIeHTKaMU IIOC/Ie POJOB
HO3BOJIUT OCYIECTBIATh OoOJiee IIOMTHOLIEHHBDII
aHa/IN3 MCXOJIOB.
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