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BpoxxieHHast aToJIorUst 06y CIOBIUBAET CYIIECTBEH-
HYIO 4acTb 3a60J1eBaEMOCTH U CMEPTHOCTH JieTell ¥ B3pocC-
abix. CBblllle 5 MJIH JeTeil B MUpe POXKIAETCS C TSXe-
JIBIMH BpPOXIEHHbIMU Aedexramu. [IsTuneTHHi onbiT
MoHuTOpUHra Topokos passutusi (BIIP) B Poccuu
(1999-2003 rr.), B KOTOpOM y4YacTBoBajo 35 cy6bek-
ToB Poccuiickoit Dejepanuu, MoKas3aa, 4To 4acToTa
BIIP cpexn MepTBOPOXIEHHBIX cocTaBJsieT 25,62%, y
KMBOPOX/IEHHBIX HOBOpoXaeHHbIX — 1,71% (c xoue-
6anusamu ot 0,69 no 4,57%) [2]. BIIP asasiorcs on-
HOJ U3 TJIaBHBIX NPUYUH CMEPTH JIeTell B IepHHATA/Ib-
HoM (29,0%) u mnazenyeckom nepuosie (23,0%) B Jlasn-
HEBOCTOYHOM e/iepasbHoM okpyre [3, 4].

Bpi6op nporpaMM Npo¢UIAKTUKH POXAEHHUH C
BPOXX/IEHHbIMY AHOMAJTHSIMY TIPEATIONATAeT YETKME TIPes-
cTaBJieHHs O cTpyKType u npuunHax BIIP. B 3aBucu-
MOCTH OT o6bexTa BO3EUCTBHS BpegHBIX (PaKTOpoB
BPOXK/IeHHbIE 1e(peKThI Pa3BUTUSI MOTYT GBITh IIOLpa3-
[leJIeHbl CEAYIOMHUM 06pasoM:

1. l'ameTonaTum — MOBPEXAECHUSI MYXKCKOM U JKeH-
ckoii ramers! (siiliekeTKY U criepMaTo3oua) B Iepu-
0/l IIporeHe3a — co3peBaHus raMer. ['aMeTsl SBJISIIOTCSI
HOCUTEJISIMA T€HOB, YHACJIELOBAHHBIX MMH He TOJIBKO
OT pPOJIUTENIE!, HO U OT BCEX OT/aJIeHHbIX IpeAKoB. I1o-
BpEX/IeHUS TaMeT MPUBOJAT K UX rubesiu, 6eCIIONnIO,
CIoOHTaHHBIM abopram. ['ameTa ¢ nedekToM reHa mo-
JKET CTaTh HCTOYHUKOM HACJIe[ICTBEHHBIX 3a6oJieBaHuil
U IOPOKOB Pa3BHUTHSI.

2. BracronaTuu BO3HUKAIOT IIPU HOPAXKEHUH 3apO-
Apllia B mepBble 15 gHell mocie 3ayarusi, B NEPUOJ,
Korja uzet ApobJieHne sila, 3akaHyuBajoleecst o6pa-
3oBaHueM 3M6puobiiacta u Tpodobaacra. Hapymenne
3TUX IIPOLECCOB BefleT K rubesnn sMOpHOHa, CIIOHTAH-
HbIM abopTaM B mepBbie 14 Hel. GepeMeHHOCTH WJHU B
6oJiee TO3HHE CPOKH — K BHYTPUYTPOOHON THbesn
VI3, 2 TAaKXKe K ABOWHWKOBBEIM [IOPOKAM Da3BUTHS U
BHEMaTOYHO# 6epeMeHHOCTH (HapyIleHHe MMILIAHTAIMH
OILJIO/lOTBOPEHHOTO SiIA).

3. OM6puonaTHy BO3HUKAIOT B mepuoj ¢hopMupOBa-
HUSI OCHOBHBIX MOPQOJIOTHIECKUX CTPYKTYP OPraHOB C
16 qus 1o KoHna 8 Hex. TocJie 3a4aTus, oGoe IIOBpeX-
JeHne MOPUOHA B 9TOT [IEPUOJ IPUBOAUT K Pa3BHUTHIO
BIIP — croitkuM MOp¢ONIOTHIeCKUM U3MEHEHUSIM Opra-

* Paboma evinoanena npu noddepxxe Poccutickozo
¢onda ¢pyndamenmanvnox uccaedosanuii (I'panm
NeO4 - 04 - 97006)

Pesome

Ilesbi0 pa6oThl SABMIOCH ONPEXENEHHE CTPYKTYPHI H
YacCTOThI BPOXKAEHHBIX aHOMAJHH Pa3BHTHS NPH (ETOHH-
danTnabnbix norepsix. Ilposesen anamm3a 2832 nporoko-
JIOB BCKPBITHA HOrn6mmx miog08 ¢ Maccoii texa or 500 r
u Goxee u aereit ymepmux xo 1 roza 3a 1993-2002 rr.
Oto6pano u npoananaupoBano 480 NpoOTOKOJIOB BCKPHI-
THS NOTHOIMKUX ¢ BPOXKAeHHbIMH AedexTamu passurus. Ya-
CTOTa BPOXKAEHHBIX aHOMa M npu eTorHpaTHIBHBIX 110-
Tepsx xosebanaco or 11,8 no 23,7% c nuxom B 1998-
2000 rr., B roas OGMMPHBIX JECHBIX NMOXapos B Xaba-
ponckom xpae. Cpeau Bcex aedekToB pa3BUTHS XPOMO-
COMHBIE ¥ HacJkeJcTBeHHbie 3a0oJieBanHusi COCTaBHIM
19,8%, n3ompoBannbie BPOKAEHHbIE TOpoky — 38,1%,
HEeKJAaCCH(QUIMPOBAHHBE MHOXECTBEHHBIE NOPOKH —
21,7%, nOpoKM pa3BuTHs Ha TKaHeBOM ypoBHe — 20,49
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Summary

The aim of this investigation was to determine the
structure and frequency of congenital malformations in
fetoinfantil losts. 2832 autopsy protocols of dead fetus
over 300 gramms and infants before 1 year of age were
examined at the period 1993 - 2002 years. 480 autopsy
protocols of infants with congenital disorders were se-
lected and investigated. The frequency of congenital
malformation varied from 11,8 to 23,7% with the pick
in 1998-2000 years - the period of widely spread forest
fires in Khabarovsk Territory. Among all developmen-
tal disirders chromosome and inhereted diseases were
detected in 19,8% of cases; isolated congenital malfr-
mations — 38,1%; non-classified multiplie malforma-
tions — 21,7%; tissue malformations — 20,4%.

HOB WJIA BCErO OPraHW3Ma, BBIXOASIIMM 32 IIpeJe/ibl HX
BO3MOXKHOro crpoenus. BITP moryr 6biTh #30/MpOBaH-
HBIMH B OIHOM OpraHe, CUCTEMHBIMH ¥ MHOXKECTBEHHbIMU
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(0xaym3oBaHHbIe B ABYX MM GoJiee OPraHax M CHCTe-
Max).

4. @eronaruy 06pa3yIoTcsl B Ieproj, etoreHesa ¢ 9
HeJl. TIOCJIe 3a4aTHsl JJO MOMEHTa POJIOB, B 3TOT NEPHUOA
[IPOMCXOMUT AajbHeimas fudpepeHupoBKa TKaHeH 1
co3peBaHue opraHoB. J{yist ¢peTonaTuit XapakTepHO pas-
BUTHE TIOPOKOB HA TKAHEBOM YPOBHE, [IPH 3TOM MOTYT
HabJII0IaThCsl HENIPABUJIBHOE COOTHOIIEHUE TKaHeil op-
raHOB, HapylleHWe UX CO3peBaHUA ¢ (OPMHUPOBAHUEM
CUIONJIA3UH, JUCTLIA3UH, [UCXPOHUM, TUTIEPILIA3UY TOTO
WM wHoro oprasa [3, 6].

Ilenvio pabomyt 6bUIO OnpesiesieHne CTPYKTYPbI U
YacTOThl BPOXKAEHHBIX TIOPOKOB ¥ aHOMAJIM Pa3BUTHS
1pH (eTouH(PAHTHIIBHBIX I0TePSIX B Xa6apOBCKOM Kpae.

MarepuaJsl H METObI

TIpoBener anam3 2832 mpoOTOKOJIOB BCKPHITHS TI0O-
ru6IIuX IJIOJ0B U JeTei ¢ Maccoit Tesa oT S00 r u 6osiee
(ot 22 Hen. 6epeMeHHOCTH) 110 Bo3pacTa 1 roja, yMep-
mux B Tedenue 10 et — ¢ 1993 mo 2002 r., o marepu-
ajJlaM MaToJIOrO-aHaTOMHYECKOro oraeseHusi JleTckoi
KpaeBoi 6osbHULBL. OTo6pano u usydeHo 480 ciyyaes
C HaJIMYMeM BPOXK/IEHHBIX JeeKTOB pa3BHTH.

Pesyabrarsl u 06cyxaenne

YacroTa BpoxAeHHBIX JedeKToB 1pH (eTonHpaH-
THJIBHBIX TIOTepsiX KoJsiebasach mo roxam ot 11,8 mo
23,7% c nuxom B 1998-2000 rr. (puc. 1). B cpennem
perucrtpupoBaiu 17 cayyaeB ¢ BPOXK/JEHHBIMU Jedek-
tamu Ha 100 seTanpHBIX.

Toavem neranbHOCTH, 06YCIOBIEHHDIA BPOXIEHHDI-
MH aHOMAJHSIMH, NPOM30IIE] CHHXPOHHO B CBSI3H C
OOUIMPHBIMHY JIECHBIMH [I0XKApaMy B 3TH rognl B Xaba-
POBCKOM Kpae. VI3BecTHO, YTO ABIM COAEPKUT CBBIIIE
750 pa3/MYHBIX XMMUYECKUX BELIECTB B TBEPAOM, XKU/I-
KOM U1 Ta3000pa3HOM COCTOSIHMH, KOTOPbIE MOTYT SIBUTh-
Cs1 9K30T€HHBIMU TepaToreHHbIMU akTopamu. Kpome
TOro, He6JIarONpUSITHO BJMSET HA COCTOSIHUE ILIOJAA
TUIOKCUS, BBI3BAHHASL BBICOKO 32IbIMJIEHHOCTHIO BO3-
AyXa.

YacroTa HacHaeACTBEHHbIX OoJie3Hell ¥ XPOMOCOM-
HBIX CUHAPOMOB (rameronaruii) cpeau MOruOUIMX TLI0-
JIOB ¥ HOBOPOXKAEHHBIX cocTaBua oT 2,3 10 4,2%.

Ha puc. 2 nokasaHo, 4To JeTaJbHOCTb, 06YCJIOB-
JIEHHAs BPOJK/IEHHBIME JedeKTaMu, 6blIa caMoii BBICO-
KOl B rpyIIie feTell B Bo3pacTe OT 7 AHei 10 1 roga —
52,6%. B a1OT IIepro/l yMEHbILAETCS OIS [IPHYKH CMep-

Tabruya 1

CTpyKTypa BPOXACHHBIX Ae(EKTOB pasBHTHS
npu GpeTouHPaHTHIBHBIX NOTEPSAX

— Konudectso ciyvaes
a6e. %
T'ameronaruu, B TOM YMCIE: 95 19,79
- XPOMOCOMHBI€ CHH/IPOMBI 37 7,71
- MOHOTEHHbIE 1 reTeporeHHble CHRAPOMBI 33 6,87
;{:Z;:&(::: ;ﬂﬂey'roqﬂenuum THIIOM 25 5,21
Bracro -u aM6puonaTiy, B TOM 4HCJIe: 287 59,79
- ¥30JIMpOBaHHbIE ¥ cucteMubie BIIP 183 38,13
Mﬂ;xlc{gccudmuuponannme KOMILJIEKCBI 104 21,67
detonarun 98 20,42
Beero 480 100

TH, CBSI3aHHBIX C JIPYTUMHU NIPOSIBJIEHUSIMYU [IEPUHATAIIb-
HOTO NePUOJA.

Cpasnurenbno Hu3kas yacrora BIIP, otmeyennas B
TpyInne Noru6umx nioAos ¢ Maccoit Tena 1000 r u 6o-
Jiee, 06bsICHSIETCSL lefiCTBIEM MEUITMHCKOM TIPOTPaMMBbL
TI0 BbISIBJIEHUIO 3a60/IeBaHuUi IJI0Ja B TeYEHHE recTalu-
OHHOrO IIepuo/ia U NPOBEJEHUI0 UCKYCCTBEHHOTO IIpe-
PbIBaHUs 6epeMEHHOCTH B CITy4asiX UX OGHapY:KeHUs IPU
Y 3U-uccnepoanuu BIIP y mioza Ha cpoke 20-22 Hex.
(macca mroza 250-490 r), B Takux c/IyYadx maToJioro-
aHAaTOMUYECKOe HICCJIeOBAHHE HE IPOBO/IHIIL.

Pesynbrathl ananusa 480 ciyuaeB rubeiu IJIOKOB
Y MJIQ/IEHIIEB C HATMYMEM BPOXK/IEHHBIX AHOMAJUH pag-
BUTHSI B 3aBMCHMOCTH OT NPUYMH MX BO3HUKHOBEHUS
nokasanbl B Tabu. 1. CunHgpoMosorimyecKuil aHaims
TIOCTMOPTAJILHOTO (DEHOTUIIA IPOBOAMIIHN B TPYIIIIE CHC-
TEMHBIX 1 MHOXKECTBEHHDBIX IIOPOKOB Pa3BUTHSI C TIOMO-
IbIO KOMITbIOTEPHBIX 6a3 ganubix "Syndiag” (MuHck)
1 "OMD-LDDB" (JIonzoH).

I'pynma "Tameronarun” cocrasuia 19,79%. Hapy-
IIeHUs! PasBUTHA IJIOJA B pe3yJIbTaTe XPOMOCOMHBIX
abeppanuii onpegesensl B 37 ciaydasx. ITo ObLIM Hau-
6osiee pacIpoCTPaHEHHbIE AYTOCOMHbIE HAPYUIEHUA:
cunpipom [laysa (30 cayqaes), cunppom dasapaca (3
caydas), cusapom Ilaray (3 caywas), cunapom Tep-
nepa (1 cayuait). Cunapom [ayna npn deroundan-
TUJIbHBIX TI0TePsiX o6HapysxuBau ¢ yacroroit 1:100, B
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npu deTonndanTUIbHBIX NMoTepsx ¢ 1993 no 2002 r. B 3aBHCUMOCTY OT CPOKOB rnbeJy IIozia UK peberka, %
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Tab.auua 2 Tabauya 4
Monoresubie # reTeporesHble CHHAPOMbI Bpoiaennble HOPOKH EHTPAIbHOM HEPBHOMH CHCTEMBI
Kouyeerso o
N P » Koauueerso cyqaen
Cuniponbl Tun nacaciosaims e Cunapomb
a6 o abe. %
abc. 70
- Anannedanus 19 28,36
THMITKO-PeHabiO-aHabIIO- rerenoreiims 1 303 -
JIeroutast JIMCIa3Hs p A Muxpouedanis 6 8,96
Ciipom Hosi-Takcosoit  |A-P * 1 3,03 Crnino-Moaropast rpbixa 18 26,86
- - N ; Tzipouedaans 13 19,4
Cunapom An Joxopxku MHKPO;1eICIHONDLIT 6 18,18 posc
: Yepenilo-Mo3roBast rpbixa 3 4,48
AuLpenorcHnTaabblil AP 9 6.06
CHILIPOM i e K patnopaxuumamc 2 2,99
- ’ Curjipom Apnoabita -Knapu 5 7,46
Tf“;f:?[(;d)gp{:m AT 1 3.03 AJ I J !
KapAHKOBOCTD ITopanuedanus 1 1,49
Cuniipom Kapuenrepa A-I1 1 3,03 Beero 67 100,0
Ammotpodust Bepinnra- . — Tabauya 5
Toppmatna R 1 3,08
. - - — Bpoxaeunnie nopoku passurus (BIIP)
Pacureanna ne6a reTeporeribiii 2 6,06 CepACYHO-COCYAMCTOH CHCTEMDI
MyKoBHCII103 A-P 9 27,27 KosmyecTso cayyacs
- Cuirponnt 5
By aesnstit anniepsonns a6e. Za
HICPITACTHYCCK M- A-1 1 3,03 [ledeKT MEXIK eIy I0UKOBOI
AMCTPOGMYCCK it AL EPERT MEAOKEILY,IONKOBO 3 21,66
weTpod ' tieperopo;ikit (JIMIKID L 21,66
[Ipoctoit Gy azie3iblit AT .
:m‘n 1CPMOTH3 ’ Al 1 3,03 TPancioauitis MarncTpaIblibix 3 50
i = cocyio (TMC) ?
Kpaunocreios reTeporenbii 2 6,06 “
! ocTente pore 7o Crenos aopror (CA) 4 6,67
Toaonposaniedasnms reTepPOTeH bl 5 13,15 O —— . A
] ) tieperopo;ikn (JIMIIIT) "
Bceero 33 100,0
Terpaia Maano 1 1,67
Ipumevanusi. * — ayTocoOMIO-PCLUCCCHBHDI THII HACAEC10BANS;
**— ayTOCOMHO-TOMHHANTHBUL THII HACCI0BALMSI. Koapiraims aoptot (KA) 7 11,66
Tab.auya 3 .
% JIMOKIT + JIMITIT 2 3,33
Cunapomst MBIIP ¢ HeyTOYHEHHBIM THIIOM HACJC/AOBAHUS
s 4 JIMITIT + CA 2 3,33
Koanucerso cayvacs N - N -
Cuitposnr MBIIP O6mnit aprepuacibiibiii crsoa (OAC) 4 6,67
abe. %
Iepiynias aerounast rHnuepTen3us, 2 .
"ATE & cHILIPOM Adiepebl 3.33
VATER -accounaitist 8 38,0 CHILIPON (AHCPCD!
TNSCTT 4 ¥
Ciniapom Hsemapka 3 14,2 AMIKE A+ OAC 4 6,67
] - TekcTakap; 1,6
Ientaja Kanrpesna -Xoaepa -Pesia 2 9.5 Hexcraapans 3 —d
SCHISIS -acccotmattits 3 142 JAMOKIT + CUTA + [lekeTpanosiitnst aopTb! 1 1,67
OEIS -accounaitus 1 4,8 AMIKIT + JIMIII + OAC 2 333
CHILIPOM Kay1a1bl0il perpeccit g . ATPE3HSt A0PTbI + MHIOIIA3MS XKC1Y,JOUKOB 1 1,67
(anomanaz Toames) i ] N “
A JIMIIT + OAC 2 3,33
Orokap;tmaabubiit cuizipon Marnaca- 1 48
Iepaa ’ OTKpbITbIT 60TAIIOB IPOTOK 1 1,67
Cuiiipom [IK-dokomeann 1 4,8 Antaznst MOKIT + Tpexkaseptoc cep;iiie 2 3,33
Beero 21 100 JIMIIIL + atpeaust aopTbi 1 1,67
TO BPEMsI KaK y XKMBOPOXJACHHBIX 3TOT CHHAPOM BCTpe- AlIa3usl TPUKY CITHAIbIONO KJlallala 1 1,67
gaetess B cootHowenun 1:700 [1, 6]. CoorHoutenust P —— ) 167
YacTOTbI APYTHX XPOMOCOMHbBIX CUMHAPOMOB IIPpU q)CTO*
UHGAHTUABHBIX TOTEPAX U Y KUBOPOKICHHBIX Gpim | BCro & 100,0

crenyiouue: cuiapom Iatay — 1:1000 1 1:7000, cun-
apom Iasapaca - 1:1000 u 1:5000, cunapom Tepuepa

1:3000 1 1:10000. Takum o6pa3oM, XPOMOCOMHbIE
CHHPOMBI IIPH JIETAIbHBIX CJIyyasiX BuisiBasiay B 3-10
pas yaiie, 4eM y JKHUBOPOXKAEHHDIX.

lennble HapyluieHusi, Mepejalolidecsi MO 3aKOHAM
MeHzenst, 1 ¢ HeyTOUHEHHBIM THIIOM HacJ/e/0BaHUs
cocraBuau 12,1%. B T1aba. 2 u 3 mokasaHa yacroTa
HACJAEACTBEHHBIX CUHAPOMOB. B G0NbIIUHCTBE ClTyyaes
5TO ObLTH CUHAPOMbI HECOBMECTUMbIE € JKU3HBIO. My-

KOBHCLIM/I03, HAC/leyeMblil [0 8y TOCOMHO-PeLeCCUBHO-
MY THILY, Cpejl XXHBDIX JeTeil ¥ B3POC/IbIX BbISBJSIOT
¢ yactortoil 1:1000-2000 [6]. B nHamem ucciegoBaHun
MYKOBUCIIHO03 ONpeesIsi ¢ 4acTOTOU 1:300.

Hau6osee yacto serpevatronimiicsi us MBIIP ¢ ne-
yToyHeHHbIM TnroM Hac/legoBanuss VATER-cungpom
06HAPYKUBAIOT Y KUBOPOXKAEHHBIX ¢ yacToToil 1:5000
[1], B Hamem ucciaegoBakuun — rpUGIU3UTEIbHO B 1
caydae u3 400.
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Tabauva 6

Bpoxxennbie TOPOKH PaSBHTHA OPraHOB NUNIEBaPEHHS

c KousmyecTBo cayyaes
WHJIPOMBI
5 abc. %
Atpesusi nveBoAa 4 14,81
Artpe3us aHyca 2 7,41
Hesagepiuennslif HOBOpOT
3 11,12
kumegnnka (cunapom Jenna)
ATpe3ust TOJICTOH KUIIKHK 1 3,70
CreHos 12-nepcTHOM KHIIKH 2 7,41
Tacrpomusuc 7 25,9
Atpodust neueHn 1 3,70
Owmdanouene 4 14,81
Konbuesuguas nozxeny 1ouHas 2 7.41
Kese3a )
VY ABOEHME TOJNCTOrO KUIIEUHUKA 1 3,7
Bcero 27 100,0
Tabruya 7
H30mpoBaHHbIe IOPOKH PA3BHTHSA /IbIXaTeJbHON CHCTEMBI
Konnyectso
BIIP gpixaTesbHON CHCTEMbI cyvaes
abc. %
JloxxHasi quadparMasibHast rpbXa C nepemerre-
HHEM OPraHOB GPIOUIHOMN 110JI0CTH B TPY/AHYIO 9 4737
KJIETKY, C BTOPHYHOMN I'MIIONJIa3uell JeTKuX, !
HapylleHHeM Pa3BeTBIeHUsI GPOHXOB M COCY/IOB
Vcrunnas puadparmaibaasi TPeiXa ¢ HCTOHYe-
HUeM AuadparMbl, BbINsTYMBAHHEM €€ B TPy /-
HYI0 TIOJIOCTb C BTOPHYHO# TUIIONIa3He JIErKuX, 1 5,26
HapyllleHueM BeTBJIeHHs: GPOHXUAJIBHOIO JepeBa
¥ TUNONJIa3Kell pecMpaTopHOro oraena
Aniasusi JIerkoro ¢ 6poHxoM 3 15,8
Jlo6aBouHoe Jierkoe 1 5,26
Wa6pitoutioe JiesieHue IeTKUX Ha AOJH,
cy6ruieBpasbHast nepekaau6poBKa GPOHXOB 2 10,53
U COCY/IOB JIETKUX
BpoxaenHble 6pOHX03KTa3bl 1 5,26
Hepasaenenue Jerkoro Ha oMU 2 10,53
Bcero 19 100,0
Tabruya 8

Yacrora BCTPEYAREMOCTH BPOXK/CHHBIX NOPOKOB OTAEAbHBIX
CHCTEM OpraHd3ma B CoCraBe nemaccud)nmlponmmux

xomiiekcos MBIIP (n=104)

Konuuectso cnyyaes
I'pynner BITP
a6e. %

ITHC u opraHoB 4yBcTB 77 74,04
JInua n wen Z 6,73
CepneuHo-cocy AHCTO# cuCTEMBI 38 36,54
JIbIXaTenbHOM CUCTEMbL 33 31,73
OpraHoB RHLEBAPEHUS 39 37,50
KocTHo-MplueyHO! cucreMst 42 40,30
MoueBbIAeIUTENBHON CUCTEMBL 57 54,81
ITonoBoit cucrembl 8 7,69
DHICKPUHHOMN CHCTEMbI 69 66,34

Tabauya 9
Txanennie guciaasuu (n=98)
KomuecrBo
Opranbt CHHPOMBI cyuaes
MUK PONOJUTHPUS 5
Y nernpus 3
TonoBHOMK
MO3T Tlaxurupus 4
Hapymenue nuToapXuTeKTOHUKY 25
KOPbI 60/IbIINX MOJIyMIapHuit
OwaroBbiii pu6poanacros 2
Cepaue
JIunoMaTos MuoOKapia 2
Bponxuono-cocyancraa aucnaasus 1
Jlerkue l'unonniasus pecnMpaTopHOro OTACHa 14
Kucro3Has gucniasus 9
MuxpoHedpoHus,
TIOIMMMK POHe(PPOHUS , 15
onuroHe(poHus
Jlucnnasus ¢ HaJapumeMm 9
Mouxu 3MOPHOHANbHBIX KJIy604KOB
1%
JIunomaros mnoyex 1
W 36prTounas SMGpHOHAIbHAS 2
JI0/IBY2TOCTh TIOYEK
I'unonasus U npoJsudepauHs 3
Tieueits BHYTPHIIEYEHOYHBIX HKETYHBIX XOJ0B
(DubpoxosanruoMaTos 1
Hoixexyior Hesupnonncnnasus 63
HAR e Kucropubpos 1
Tunonnasus 60
I'unonuiasust KOpbI € 21eHOMATO30M S
Hanouey- T'unonasus KJy604KOBOiH 1
— 30HBI KOPbI
Jlvcnna3uss MO3roBOro CJ0s 29
HaJTI0YeYHUKOB
T'unepnaasus 4
Tunonnasua T-u B-doskynos 2
CceJie3eHKH
Tvnonnasus T-doanukyos 1
Cenesenka CeJle3eHKH
CruieHoMer aims 2
Muesnomaros 4
AzleHoMa 1
IIuroBuaHast
Kese3a IMOPHOHAJIBHBIH TUIT CTPOEHHS 1
Ponnuky nos
Tumomeranust 25
Avcnuasus, natonoruyeckas 4
Tumyc XHpoBas TpaHcopManus
T'unonsnasus 22
TlaTonornyeckas HeapeaocTb S
JKupoBast mHGUIBTPANKS 4
OKOJIOYIWHBIX CIIOHHBIX XKeJie3
Ipouue Kuncrodpubpos oxonoymnbix 6
CJIIOHHBIX JKeJle3
Kucropu6po3 sH4HUKOB 2

Hawn6oJbIyIo 4ucJeHHOCTb UMeJla Tpymmna 6iacTo-
u sM6puonaruit — 59,8% (tabn. 1). B 183 cayuasax
BBISIBJICHBI H30/IMPOBaHHble U cucreMuble BIIP, 4ro co-
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craBJisier 38,13% B CTPyKType Bceil udyyaeMoit rpym-
bl BpOXXAeHHBbIX JedekroB. VI3 nux BIIP nentpans-
HOW HEPBHOM CHCTeMbI JUArHOCTHPOBAIX B 67 ciyya-
ax, uma 13,9% cpexnu Beex nedekToB paspuTusi. Yaie
BCETo 3T0 GBLIU aHOMAJIUK 3aKPbITHSI HEBPAJIbHON TPYG6-
ku (aHsHuedanus, CIMHHO-MO3IrOBasl IPbKa, Yepell-
HO-Mo3roBas rpppka) — 40 ciaydaes, wiam 59,7% us
TPYIIIbl aHOMAJIMi Pa3BUTHS LIEHTPAJIbHOM HEPBHOM CH-
crembl. B 13 cyuasx (19,4%) o6Hapyxena ruapore-
damust (tabu. 4).

Crnextp BIIP cepaeuHo-cocyucToi CHCTEMbI, JUar-
HOCTMPOBAHHBIX IIPH (PeTOMH(pAHTUIBHBIX NOTEPSIX, 110~
Ka3aH B Tabu. 5. [Topoku pasBUTHSI CepeyHO-COCYIUC-
TOM CHCTeMbI ycTaHOBJIeHb! B 60 cayyasix, nm 12,5% u3
BCEX M3y4eHHbIX aHOMaJui pa3BuTusi. B sroii rpymme
yarlle BbISBJISIIY IIOPOKY Pa3BUTHS COCy0B — 33 cJIyyast
(55,0%), a Takxe AedpeKTbl Pa3BUTHS MEXKIKETYI0UKO-
BOH U MeXIpe/icepHoi neperopogok — 32 (53,3%).

Ha 3 Mecre no wactore BoisiBenus crosit BIIP op-
raHos nuuesapenusi — 27 ciydaes (5,6% B cTpykType
Bcell u3y4aeMoil IpyIIbl BPOXKAEHHBIX JeeKTOB pas-
BUTHSI). ATPe3UH W CTEHO3bl PA3JHMYHBIX OT/EJIOB Xe-
JIyJOYHO-KUIIIEYHOTO TPAaKTa BBISIBJEHBI B 9 ciyyasx
(33,3% u3 BIIP opraHos nuimeBapenus). Iacrpomn-
3uc perucrpupoBaH B 7 (25,9%) cayyaax (tabi. 6).

BIIP 6poHx0.1eroqHoi cUCTEMBI BBISIBJISLIA CPABHH-
TesbHO HedacTo — 19 ciywaes, wu 3,9% cpenu Beex
BpOXJeHHbIX AedexroB. JloxHass auadparmaibHast
IPbIKA C IepeMelieHHeM OPraHoB GPIONIHOM MOJIOCTH B
TPYAHYIO KJIETKY € BTOPUYHOM TUIOIJIA3Mell JIErKuX,
HapylleHHeM pa3BeTBJIEHUSI GPOHXOB U COCYLOB Peruc-
TpUpOBaHa yaiie Bcero — B 9 cayvasx us 19 (47,4%).

BIIP nouek u MO4€BBIBOSIUX TIyTeH ONpeaesieHbl
B 8 ciywasx, unu 1,6% B CTPYKType Bcex edeKToB
pa3BuTHsl. ITO GbUIM MYJIBTHKUCTO3 1ouek (3 cayyas),
arene3usi noyku (2 ciayuas), aTpesusi ypeTpsl C IIy-
3bIpHO-MaTO4HbIM cBUIIoM (1 ciyyail), 1BycTOpOHHSs
aniasus novek (1 ciydait), ruzponedpos (1 ciyqait).

MHoecTBeHHbIe HEKJIaCCU(PUIPORAHHbIE KOMILIEK-
col o6Hapyxenbl B 104 ciayuasx, wam 21,7% u3 Bceit
TPYIIIBI U3yYEeHHbIX MOrUOIMINX IIOOB U JeTel ¢ BPOXK-
JNeHHbIMU JAedekTamu pas3Butus. M3 ganusix 1a6i.8
BH/IHO, YTO B COCTaBe HEKJIACCU(UIUPOBAHHBIX KOMII-
sekcoB MBIIP vaiie Bcero o6HapyXKMBau BPOXI€H-
Hble aHoMaysuu pa3sutust ITHC u opraHoB 4yBCTB, a
TaK)Xe S3HZOKPUHHOU M MOYEBbIIETUTEbHON CHCTEM.

B 63,5% coryyaeB uccjieJOBaHHUS ayTONCUWHOTO Ma-
TepHasa OJHOBPEMEHHO C BPOXIEHHBIMU AedeKTaMu
OpraHoB MOP(OJIOrnYecKky Gl PErHCTPUPOBAHBI UH-
(eKIMOHHO-BOCTIATUTEIbHBIE ITPOIIECCH B TKaHAX. B
32,0% ciyuyaeB 3To 6blIM IPH3HAKY BHPYCHBIX UHQEK-
L[M{: aJIbTepPaTUBHO-NIPOAYKTUBHBIE, HEKPOTHYECKUE,
npoiudepaTUBHble U3MEHEHUSI B TKAHSX, KPYIHbIE
KJEeTKH C M3MEHEHHBIMH SIIPAMH, XapaKTepHbIe MIJIst
JTHK- u PHK -BupycHbix uHbexmii.

[lpyrue TKaHeBble JUCILJIACTAYECKUE TIPOLIECCHI BbI-
SIBJIEHBI B COCTaBE XPOMOCOMHBIX U HACJIEZCTBEHHBIX
3a6onesanuit (40,7%), usonuposauunix (57,5%) u
MHOJKECTBEHHBIX HEKJIACCU(PUINPOBAHHBIX BPOXKIEH-

HbIX IOpoKoB passutus (67,8%), a Takxke onpezene-
HBI B 98 ciydasix ru6esnu NJIOLOB WM HOBOPOXJEH-
ubix (20,4% oT Bcex u3y4eHHbIX BPOXKAEHHBIX Aedek-
TOB), TIPH 9TOM TKQHEBbIE JAMCILIa3UM GbLIY €JUHCTBEH-
HOIl BBISIBJIEHHOU maTosorueil. B Ta6n. 9 mokasansr
U3MeHeHUs TKaHell, o6HapyKeHHbIe B cocTaBe ero-
nartuit. Ilopaxkenne UMMyHHBIX opraHoB (TMMyca U
HA/[IOYE€YHAKOB) PETMCTPHPOBAHO BO BCEX CJIyYasix,
KOT/la IPUYMHOMN JIeTanbHOro ucxoja Gbliu ¢eTona-
THH - TKAHEBBIE AUCILIA3UH.

BoiBoabI

1. YacroTa BBISIB/IEHUS BPOXK/EHHBIX JIepeKTOB pas3-
BUTHS IPY [IepHHATAJIbHOM M MJIaJIeHIeCKO! CMepTHOC-
TH KoJse6sercs ot 11,8 no 23,7%. B 1998-2000 rr. on-
peJieJieH TTUK 3TOro N0Ka3aTe s, CHHXPOHU3MPOBaHHBIN
C OGLIMPHBIMH JIECHBIMH IOKapaMu B Xa6apoBCKOM
Kpae B 5TH TOJBI.

2. HacJjiencrBeHHbIE U XpOMOCOMHBIE 3a60J/IeBaHUS
npH derornHPAHTHIbHBIX HOTEPSIX BbisiBsu B 19,8%
cJyyaeB, M30JMpOBaHHble U cuctemMHbie BIIP — B
38,1%, HexnaccudunupobanHsie komrekcst MBIIP —
B 21,7%. BpoxenHbie fedeKTbl IO THUIY TKaHEBBIX
JUCIIA3Mi IBUMMCh TPUYMHON CMEpTH ILJI0Ja UJIM HO-
BopoxaenHoro B 20,9%, npuueM Bo BceX CJIy4asix OI-
pejiesIeHbl IUCILIACTHYECKHE IIPOLecChl B OpraHax UM-
MyHHO# cucteMbl. KpoMme Toro, TKaHeBble JUCIIA3HH
BBISIBJISIJIA B COYETAHUY C TaMETO- ¥ AMOPUOTIATHSAMH.

3. Cpeau uzonmpoBaHHBIX U cucTeMHbIX BIIP mpe-
o6nagamu nopoku passutust IIHC (36,6%) u cepaey-
Ho-cocyzucToit cucremnl (32,8%).

4. B 63,5% ciyuaeB BpOXKIeHHBIX 1eeKTOB pa3BU-
THs1 MOPOJIOTUYECKUMI METOIAMY OIIpeiesieHbl HH(eK-
[[MOHHO- BOCIAJ/INTE/IbHbIE U3MEHEHUS B TKAHSX, IpH-
4eM B [OJIOBLHHE U3 HUX MPOLYKTHBHO-aIbTepaTHBHBIE,
npoJudepaTHBHbIE TIPOIECCHI, XapaKTepHble IJIsS BU-
PYCHBIX MHDEKIMIT. ITOT baKT NOOYH/IaeT K AaJbHel-
mieMy U3y4eHUIO POJIM SHJOTE€HHBIX MH(EKIUH MaTepH
B (popMHpOBaHUM BPOXK/JIEHHBIX Ae(}EKTOB Pa3BUTHA
II0/1A.
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