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BPOXJEHHBIE IIOPOKU PA3BUTHNA B CTPYKTVYPE JIETAJIbHOCTU IVIOAOB
VI TETEN B KPYITHOM ITPOMBIIIJIEHHOM T'OPOJIE

A.Il. Haoees, M.A. Kapnos, B.A. JKyxoea, T.I. Yepnosa, H.JI. Knecosa, B.ll. Knouun

MpoBeaeHo nccrnenoBaHMe HO30MOrMYECKOW CTPYKTYPbl BPOXAEHHbLIX MOPOKOB Pa3BUTUS MIOAOB Y HOBOPOXAEHHbLIX
B nepuog 2015-2017 rr. B KPyNMHOM NPOMBILLNIEHHOM LeHTpe — . HoBocunbupcke. MpoaHanuanposaH 531 npotokon
naTonoro-aHaTOMUYECKOro BCKPbITUSA NIOA0B U AeTel, yMepLUMX B POAUIbHBIX JOMax U AEeTCKUX cTaumoHapax r. Hoso-
cmbupcka. Bo Bce nepuoapl HabnogeHus B cTpyktype BIP BbigBNAny 3 0CHOBHbIX cuCTeMHbIX BITP: MHOXeCTBEHHbIe
MOPOKN pasBUTUS Cepaua U COCYAOB, LEHTparbHOW HEPBHOW CUCTEMbI, NMPU 3TOM MHOXecCTBeHHble BIP 3aHvmanu
nuaupytollee nonoxexne. Cpean BIP ueHTpanbHoW HepBHOW cuctembl Npeobnapana rugpouedanuvs; BIMNP cepaua
1 cocyaoB — AedhekT MexokenyaoyKkoBon neperopodku. B paccmatprsaemblii nepuod BpemeHy Bo3pocna yactota BIr1P
XEenyAoYHO-KMLLIEYHOTO TPaKTa v Nerkunx

Kntouesble crosa: BPOXAEHHbIE MOPOKU Pa3BUTHS; CTPYKTYPA; NIETarNbHOCTb; NMOAbI; AETH.

VIPYI OHOP JKAWIIYY IITAAPIA TYNY/ITYKTYH JKAHA BAJITAPIBIH
OJIYMI© YYYPOOCYHYH TY3YMYH/O AJTAPIBIH OCYYCYHYH TYBACA KEMTUKTEPU

Wpw eHep xait 6opbopy — HoBocnbupck waapbiHaa 2015-2017 xok. apanbireiHaa TyYNYNayKTepAy aHa xaHbl TOpenreH
bIMbIpKanapAbiH Tybaca oopynapbiHbIH HO30MOMMANBIK TY3YMYHO W3WUMASe XYpry3ynreH. HoBocnbupck LiaapbiHbIH
6anpap ynnepyHae xaHa 6angap oopykaHanapblHAa kasa 6onroH 6angapapl kaHa Tyiynayktepay natonoroaHaTomMu-
ANbIK CON KepyyHyH 531 npoTokony Tangooro anbiHraH. bavikoo xyprysyyHyH 6apabik mesrungepuHae Tybaca kem-
TUKTEPAMH TY3YMYHAe Y4 Hermsru Tybaca KeMTUK aHbIKTanraH: ken Typayy Tybaca KeMTUKTEp, XKYPeK KaHa KaH TambIp,
6opbopayk HepB cucTeMacsl, OLLION ane yyypaa ken Typayy Tybaca kemTuk 6onroH ydypnap GupuHYM opyHAyY 33nereH.
Bopbopayk HepB cucTemachiHbiH Tybaca KEMTUKTEPUHMH apacbiHaH rugpouedanvs 0opycy, XYPeK aHa KaH Tamblp
TybGaca KEMTUKTEPUHEH — >KYPOK KapblHYanapblHbIH OpTOCyHAarbl 6enyn TypraH epauH KemMTuUrM ycTeMayk keinat. Ka-
panbin xaTkaH Me3rnne allka3aH-uyern KapblH XaHa enke Tybaca KeMTUK oopyrapbl ©CkeHAyry bavikanraH.

TyliyHOyy ce3dep: TyGaca keMTUK oopynapbl; TY3yMy; enymMre y4ypoo; Tyiynayktep; Gangap.

CONGENITAL MALFORMATIONS IN STRUCTURE OF LETHALITY
OF FETUS AND CHILDREN IN THE LARGE INDUSTRIAL CITY

A.P. Nadeev, M.A. Karpov, V.A. Zhukova, T.G. Chernova, N.I. Klesova, V.D. Klochin

The aim of the study was to study the nosological structure of the congenital malformations of fetuses and children
in 2015-2017 in a large industrial center - Novosibirsk. For the period 2015-2017 an analysis was made of 531 autopsy
report of fetuses and children who died in maternity hospitals and children's hospitals in Novosibirsk. During all periods
of observation in the structure of congenital malformations, you have shown 3 main systemic congenital malformations:
multiple malformations, heart and vessels, central nervous system, with multiple developmental defects occupying
a leading position. Among the congenital malformations of central nervous system development, hydrocephalus
predominated; heart and blood vessels — a defect of the interventricular septum. During the period under review,
the incidence of congenital malformations of the gastrointestinal tract and lungs increased.

Keywords: congenital malformations; structure; mortality; fetuses; children.

AKTyaJbHOCTb. V3BECTHO, UTO BPOXKIICHHBIC IT0-
poku pazsutus (BIIP) sBisrorcss MyasTH()aKTOPHBIMU
3abomeBanusamu. Ilpu stom 20 % MOpPOKOB CBSI3aHO
¢ reHHeIMH MyTarmamu, 10 % — ¢ XpoOMOCOMHBIMH
abeppauusivu, 3—4 % — ¢ BIMSIHHEM SK30TCHHBIX (Cpe-
JIOBBIX) (hakTopoB, Ooiee 60 % — OCTAKOTCSI C HEBBI-
sICHEHHOM sTuosnorued [1-3]. Dnuaemuonoruueckue

nokasarenu BIIP ncronb3yior B kadecTBe MapKepa 3Ko-
JIOTUYECKON OMACHOCTH M TEPATOT€HHBIX BO3IECHCTBUH,
Bemynmwx K passutuio BIIP [4, 5], uro umeer ocoboe
3HAYEHUE JJIs1 TEPPUTOPUM C BBICOKUMHU YPOBHSMHU
AQHTPOINOTEXHOTEHHON Harpys3ki, Takux kak I Hoso-
CHOMPCK, SIBISIIOIIMACS KPYIHBIM HPOMBIIUICHHBIM
uentpoM. Kpome toro BIIP npuBoasT K 3Ha4YUTEIbHBIM
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Tabnuna 1 — YacTtora 1 CTpyKTYpa BPOXKJICHHBIX TOPOKOB PA3BUTHS IUI0A0B M aeteld B 2015-2017 1.

No Boos Ilepuonsr HabmOneHNS B
i POXKJICHHBIE TOPOKU Pa3BUTHS 2015 2016 2017 cero
1 | MHO)XXeCTBEHHBIE 16 19 10 45 (51,7 %)
2 | Cepaua u cocynoB 9 8 1 18 (20,7 %)
3 |IOHC 1 1 3 5 (5,75 %)
4 | Jlerkux - 1 - 1(1,15 %)
5 | XKKT 3 3 1 7 (8,07 %)
6 | MoueBoii cuctembl 1 - 2 3 (3,45 %)
7 | Jluna u yepemna - - 1 1(1,15 %)
8 | IlonoBbIX opraHos 1 - - 1 (1,15 %)
9 | Cunppom Jlayna 2 1 1 4 (1,15 %)
10 | Cungpom Jenau — Yokepa - - 1 1(1,15 %)
11 | Cunpowm Ilaray 1 - - 1 (1,15 %)
Bcero BITP 34 (19,9 %) 33 (16,8 %) 20 (12,2 %) 87 (16,4 %)
Bcero 171 196 164 531

PETIPOAYKTUBHBIM TIOTEPSIM, COITPOBOXKIAIOTCS AETCKOM
WHBAJIUIHOCTBIO M BEAYT K COLIMAIBHBIM M SKOHOMHYE-
CKUM ToTepsiM [6].

CoBpeMeHHOEe pa3BUTHE T'€HETHKH U MEAUIUHBI
(mpexxne Bcero Y3M-mmarHocThka) IO3BOJSET THA-
THOCTHPOBATh B MPEHATAJIbHOM MEPHONE CYIIECTBEH-
HYI0 4acTb NOPOKOB M HACJIEICTBEHHBIX CHHAPOMOB
[1, 7-9]. B a1oif cBsi3m mpobiema CO3MaHus eIUHON
YHU(DUIIUPOBAHHON CHCTEMBI BBIABICHHUS, PETUCTpa-
LUK ¥ KOHTPOJISI YPOBHSI HACJIEICTBEHHOI 3aboieBae-
moctu B Poccuiickoii ®Denepauuu, NO3BOJSIOLIAS
CYIIECTBEHHO CHHU3UTh IMEpPHHATAIbHYIO 3a00JeBae-
MOCTb M CMEpPTHOCTb, sBISETCS akTyaibHou [10].
B nacrosiiee Bpemst ucnonb3yercsi EBponeiickuil pe-
THCTP BPOXJIEHHBIX OpoKoB pa3Butusi — EUROCAT,
MonuTopuHr BITP npoBoauTcs mo 21 Ho3onoruyeckoit
¢dopme [11, 12].

Mouurtopunr BIIP ocymecTBisieTcsi mOCTOSHHO
B CaMbIX Pa3JIMYHBIX peruoHax M obmactsax Poccuii-
ckoit @eneparyu [1, 10, 13, 14]. B HacTosmee Bpems
Ha (DOHE CHIDKAIOMICHCS ETCKOW CMEPTHOCTH POCT
KOJINYECTBA BPOXKJCHHBIX MOPOKOB Pa3BUTHs HaOIO-
Jaercst B OOonbHmIMHCTBE cTpaH mupa. Ecmm B crpa-
Hax EBpomer wactora BIIP cocraBmser 3—4 cmyuas
Ha 1000 pomos, To B Poccuu ona nocrturaer 5-6 ciy-
gyaeB Ha 1000. ConocTraBieHne pacpoCTPaHEHHOCTH
BIIP ¢ mannsiMu EBpomneiickoro perucrpa moxasano
TIPEBBIIICHNIE, B CPAaBHEHWM C TIOKa3arelsiMu B Poc-
cuiickoii @eneparym, B 2 pa3a u 60iiee 4aCTOTHI TAKUX
MIOPOKOB, KaK BPOXKJCHHAsI THApOLEe(aHs, arcHe3us
U JMCTeHe3us movyek, MuokecTBeHHbIe BIIP, nedhextn
HeBpaJIbHOH TpyOKH [1].

Llens mccnenoBaHusl — U3yYeHHE TUHAMHMKH Ya-
CTOTBI M HO30J0rH4yeckoil ctpyktyps! BIIP mmomos
u aereid B nepuon 2015-2017 rr. B KpyIIHOM IIPOMBIILI-
JeHHOM Topose — HoBocubupcke.

Marepnainsl 1 MeToabl. 3anepuon 2015-2017 rr.
mpoBeieH aHanu3 531 ucTOpHM pOJOB, MPOTOKOIA
(KapThI) TATOIOT0-aHATOMHUYECKOTO BCKPBITHS ILIO-
JIOB U JIeTeH, yMEpIINX B POAMIBHBIX JOMax U JET-
ckux cranuoHapax I. Hopocubupcka. B nccnenyemyro
CTPYKTYPY BOIUIN CIy4au JIeTaJbHOCTH IIJIOAOB ¢ 22
Henens 6epemenHocTH 1 aereit: 2015 — 171 (32,2 %);
2016 1. — 196 (36,9 %); 2017 . — 164 (30,9 %).

Pesyabrarsl 1 ux oocy:xaenune. B 2015-2017 rr.
BIIP BersaBnens! B 87 nabmronenusx (16,4 %). Yacto-
ta BIIP cocraBuna B 2015 1. — 19,9 % (34 cnyuasn);
B 2016 — 16,8 % (33 ciyuas); B 2017 1. — 12,2 % (20
ciry4aeB) (Tabmuna 1).

Haubonee wactermu BIIP B 2015-2017 tT. OBI-
JI: MHOXKECTBEHHBIE BPOXJEHHBIE TIOPOKH (51,7 %),
cepama u cocynoB (20,7 %); KemymodHO-KUIIEIHOTO
Tpakra (8,05 %) (cMm. Tabmumy 1).

[Mpuunner pasButust BIIP B OonpmmHCTBE HAO-
monennit (89 %) ocTanuch HEW3BECTHBIMH, YTO CO-
OTBETCTBYET JaHHBIM Hay4HOU nuteparypsl [1, 8, 10].
XpomocomMHast marojorusi cocrasuna 1,35 % u Obina
MIPE/ICTaBIICHA IIECTHI0 HACIEACTBEHBIMH CHHPOMA-
mu (ayna, Ilaray, Jlennu — Yokepa).

B 2015 . cpenu BITP nmpeo6naianm MHOKECTBEH-
uble BIIP — 47,1 %, BIIP cepaua u cocynos — 26,5 %.
[TonoBble pa3nuuust ObUIM TPEICTABIEHBI CIEIYIO-
M oopaszom: 18 mesouek (52,9 %) u 16 MamBInKOB
(47,1 %). MnuoxectBennble BIIP nanbomee uacrto
BkiroyatroT BIIP cepama u cocynoB, 1eHTpalibHOU
HEpPBHOM CHUCTEMBI, KOCTHOW CHCTEMBI, JIETKHX, MOYe-
BBIJICITUTEIEHON CUCTEMBI, CEJIC3CHKH.

BIIP cepana u cocynoB B OCHOBHOM NpeCTaBIIe-
HBI JIe(PEKTaMH MEXIKETyIOUKOBOH M MEKIpeacepI-
HOW TIEpEropofOK, IBYXKAMEPHBIM CEpAILEM, CTCHO-
30M a0OpPTAJBHOTO KJamaHa M JIETOYHOIo CTBOJa, 00-
MM apTePHAIBHBIM CTBOJIOM, COIPOBOXIAFOIIMUCS
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runeptpodueil mpaBoro WM JEBOTO OTAEIOB CEpALa,
KoapkTanuei aoptel, mopokamu @amno, ¢udpoasa-
cTo3oM sHpoKapna. BIIP nenTpanbHO HEepBHOU cu-
CTeMBI BKIIIOYAIIM THUApOLEedanio, mop-sHuedaunio,
MUKpoLe(halnio, TUMNOIUIA3UI0 MO30JIUC-TOrO Tella.
BIIP MoOueBBIIEIUTENIBHON CHUCTEMBI B OCHOBHOM
MIPE/ICTAaBICHBl THAPOHE(PO30M, YIBOCHHEM ITOYCK
U MOYETOYHHMKOB, THIOCTIAANEH, IUCIUIa3ne mo-
yek. BIIP >kenyno4HO-KHUIIEYHOTO TpakTa COCTOSUIN
13 HE3aBEpIICHHOTO IOBOPOTAa KHWIIEYHUKA, IHBEp-
TUKyJla Mekkensl, racTpoIIu3uca, IyIOYHONU I'PhIKU.
BIIP omnopHO-ABUraTenbHOTO amnmapara Mnpeumylie-
CTBEHHO MPE/CTABICHBl XOHIPOANCIUIA3HEH, MUKpPO-
THaTHEH, XeHI10IaIaTOCXU30M.

IIpenatansuo BIIP muarnoctupoBassl B 26 Ha0-
monenusx (76,5 %). B 2016 t. cpenu BITP npeo6Gina-
nanu MHokectBeHHbie BIIP — 57,6 %, BIIP cepaua
u cocynoB — 24,2 %. BIIP BbIABISUIN y MaJabuMKOB
(17 mabmronenmit) u neBouek (16 HabmoneHwit). MHO-
s)kectBeHHble BIIP npencrasnenst BIIP nenrpanbaoit
HEpBHOW cucteMsl (ruapouecdanus, spina bifida, ru-
TMOTUIA3UsI MO3OJIMCTOTO Tela, MUKpoledaus), cep-
1a (nedekt Me}OKeNyI0uKOBOM Meperopojiku, Koapk-
Tays aopThl, (UOPOAITACTO3 HHIOKAPAA, TPAHCIIO3H-
WSl MarkucTPalbHBIX COCY/IOB), MOYEK (THAPOHEPPO3,
THITOTIIA3Ms IOYEK, OIKOBOOOpa3Hast TIoUKa), JIETKUX
(mo6aBouHBIE OPOHXM, CTEHO3 TPaxeH, OPOHXO-JIEroY-
Hasl TUCIIIa3usl, THIOIUIA3Us TT0YeK).

[Ipenaransno BIIP nuarnocrupoBans! B 24 Ha0-
monenusx (72,7 %). B 2017 r. gactora BIIP Obuia
MeHbLIeH B cpaBHeHUU ¢ npeabaymmm 2016 r. B 1,5
pasa, Ipu ONMHAKOBOM KommdecTBe pomoB. BITP Obutn
npezacTaBieHbl MHOkecTBeHHBIME BIIP — 50 % u BITP
cepaua u cocynoB — 40 %. BIIP BeisIBISIIN y Malb-
yrkoB B 11 HaOmoneHusx (55 %) u neBouek — 9 Hao-
monennit (45 %). MuoxectBennsie BIIP mpencras-
nensl: BITP nentpanbHOi HepBHOI cucTeMbl (THAPO-
nedanus, THIOIUIa3usl MO30JINCTOTO TEJa, MO3KEUKa,
MHUKporedanms); cepana (IeGeKT MexKeTyT0IKOBOH
MEPEropoaKy, KOapKTaIus aopTel, mopoku @amio,
TPAHCIIO3UIIMS MArUCTPAIBHBIX COCYNOB, (huOpo3Iac-
TO3 9HJOKap/a); TModeKk (THApoHe(pOo3, THIOIUIA3ZUS
MOYCK, TOIKOBOOOpa3Has IMOYKa); JIETKuX (100aBoY-
Hble OpOHXH, CTEHO3 TpaxeW, OpOHXO-JIerovHasi JWC-
wra3us, runorutaszus nerkux); JKKT (arpeswmst mmmre-
BOJa, AMBEPTUKYJI IHUINEBOJA, aTpe3usl JBCHAIATH-
MEPCTHON KHUILKH).

[Ipenaransno BIIP nuarnoctuposans! B 16 HaO-
monenusx (80 %). B crpykrype BIIP Bo Bce pac-
CMaTpUBaeMble TEPHOBI HAOMIOAECHUS HpeoOIagain
onpezenenHele rpymnmnsl BIIP: MuoxxecTtBenHble BIIP,
LIEHTPAJIbHOM HEPBHOM CUCTEMBI, MOYEIIOJIIOBOM CHUC-
TEMBI U ceplla M COCylnoB. AHAJIOTHYHAs CTPYKTypa
BIIP nabmronanace u B Apyrux pernonax. Anamus 722
HaOmonennit BIIP y m010B 1 HOBOPOXKAEHHBIX, MPO-

BefeHHBIM Ha Kysbacce, mokasam, 4to mpeoOnamain
MHoOkecTBeHHble BIIP, mopoku mouenosnoBoil cucre-
mbl (11,5 %), MOpoKH cepaeaHO-COCYIUCTON CHCTEMBI,
MMOPOKM KOCTHO-MBbIIeuHoi cucteM [7]. B . HoBocu-
Oupcke OBLIO MPOBEICHO M3YyYCHHE HO30JIOTHYCCKOM
CTPYKTYpbl BPOXKJIEHHBIX IMOPOKOB pa3BUTHS y 395
IUIOJIOB IPU CPOKE rectanuu 22—-27 Henenb: B HO30-
JIOTHYECKOH CTPYKTYpE JIETAIBHOCTH MaJIOBECHBIX
mwronoB BIIP ¢ 3-ro mecta B 2000-2002 rT. mepenuim
Ha 2-¢ B 2006-2008 rr. Bo Bce mepnoipl HAOMIOASHS
B cTpykrype BIIP BbIsiBUIM 4 OCHOBHBIX CHCTEMHBIX
BIIP: muoxectBenHble BIIP, nentpansHoOl HepBHOM
CHUCTEMbI, MOYETIOJIOBOM CUCTEMBI, CEPAILla U COCYIOB.
Cpemu BIIP nieHTpansHON HEPBHOW CHCTEMBI IPEOO-
Jafaiu THApoIedannus U CIHHHO-MO3TOBBIE TPBIKH,
BIIP mouernonoBoit cucteMsl — THAPOHE(PPO3 ¢ Mera-
yperepom: BIIP cepaia u cocymoB — nedekr mMexoxe-
JTyI04KOBOM meperopoaku [15, 16].

Takum 00pazoM, BO BCe IEPHOIBI HAOTIOACHUS |-
MecTo 3aHuMaiu MHoxecTBeHHble BIIP. B crpykrype
BIIP xaxmoil cucTeMbl TpeoOiagaidl OInpeaeieHHBIe
BBl NOPOKOB pasButus: cpenu BIIP nentpanbHOM
HEPBHOW CHUCTEMBbI — BHYTPEHHsIS THpoLiedans; cepl-
I1a ¥ COCYZIOB — Ae(DEKT MEXKIKETYI0UKOBOM TIEPETOPOI-
KH, MOYCTIONIOBOM CHCTEMBI — THAPOHEPpo3. Takyro xe
TEHACHLUHUIO OTMEYaJld U NpU MHOXKeCTBeHHBIX BIIP,
Hepeako ¢ npucoeauHeHueM BIIP xocTHO# cuctemsl.
ITo manueiv EUROCAT, runpouedanus, rugponed-
PO3 TakXKe BXOJAT B YHCJIO CAMBIX PACIPOCTPAHEHHBIX
BIIP, yactoTta xotopsix cocrasiser 4,65 u 11,5 na 10
ThIC. HOBOPOXKJICHHBIX, COOTBETCTBEHHO [11, 12], u He-
PEIKO BXOAWUT B CTPYKTYPY MHOXKECTBEHHBIX TIOPOKOB
pa3BUTHA. XPOMOCOMHAS TIAaTOJIOTHA ObLIa TPECTaB-
JIeHa B OCHOBHOM cuHipomamu [layna, Ilaray, siBis-
IOIIMMHUCST HanOojee YacThIM HPOSIBICHUEM XPOMO-
COMHBIX aHOMAaJIMM U MMeNla OTHOCUTEIHHO MOCTOSH-
HYIO 4acToTy B cTpykType BIIP. Onnako B mocnenHee
BpeMsl OTMeUeHa TeHJeHLusl yBenndeHus: Takux BIIP,
kak BIIP sxemymo9HO-KHIIEIHOTO TpakTa (TacTpOIlH-
3HC), MOYEBBIICIUTEIBHON CHCTEMBbI (THITOCTIAANS,
JIICIUIA3Us MoYeK), TpucoMus o 18-if mape Xxpomocom
[17]. TlomoOHast TeHIEHIMS OTMEUEHAa M B HAIlleM HC-
CJIEJOBAaHUM: YBEIMUMBAETCS KOJIMUECTBO BPOMKICHHBIX
MTOPOKOB KETyAOYHO-KHIIIEYHOTO TpakTa (AUBEPTHKY-
7BI, arpesuu, ractpommsuc); BIIP modeBsinenurens-
HOW CHCTEMBI — THIOCTaaus, Auctiazus mnodek; BITP
JIETKHMX — TUIIOIIIa3uUs JIETKUX, J0OaBOUHBIE JIOJIH.

BriBoabl
1. Bo Bce mepuonsr Habmomenus (2015-2017 rr.)

B cTpykrype BIIP BBIABISIIM 3 OCHOBHBIX CHC-

teMHbIX BIIP: MHOXecTBeHHBIE, ceplia U coCy-

JIOB, TICHTPAIILHOW HEPBHOW CHCTEMBI, TIPH 3TOM

MHOXecTBeHHble BIIP 3anumanu nuaupyroniee

TIOJIOXKEHUE.
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10.

Cpenn BIIP neHTpanbHON HEPBHOHM CHCTEMBI
npeobanana ruaponedanys u spina bifida; BITP
cepaua U cocynoB — Ae(EeKT MENOKEeIyI0uKOo-
BOH EPErOPOIKU.

B paccmarpuBaeMblil IepHoa BPEMEHH BO3pPOC-
Ja yacrora BIIP »eiyno4HO-KHIIEYHOrO TpakTa
U JIETKHUX.
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