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VIIbTPA3BYKOBASA IVMATHOCTUKA I AKYITEPCKAA TAKTUKA
TP YACTO BCTPEYAIOIINXCA BPOXKIEHHDBIX IIOPOKAX PA3BUTWA IVNIOJA

H.A. Ymapbaesa

Ha cerogHsAWwHWIA AeHb 4acToTa BPOXAEHHbIX NMOopokoB pa3sutusa (BIP) npogomkaeT HEyKNOHHO pacTu, cospgaBas
cepbE&sHyto npobnemy Ana BCero YernoBeyecTsa, Tak Kak NpUMBOAWT K MHBANWAHOCTU, @ 3a4acTylo W K neTanbHOCTY.
B o63opHoi cTtatbe npmBOAMTCA MHGOPMaUns 0 Hanbornee 4acTo BCTPEYAOLMXCH M MOAENbHbIX (HECOBMECTUMBIX
C xu3Hbto) BIMP, mexayHapogHas knaccudukaums, AMarHoCTUHecKMe MeToAbl, OOHVWM W3 KOoTopbix siBnsetca Y3WU.
Y3W — 310 camblvi ONTUMAasbHbIA U TOYHBIN METOZ, ANArHOCTMKM, MO3BONSIOLLMI 0BHaPYXUTb CBOEBPEMEHHO OCHOBHbIE
axorpaduyeckne Mapkepbl BPOXKAEHHbLIX MOPOKOB Pa3BWTWSA; NMPONOHIMPoBaTb BepeMeHHOCTb, NPaBuIIbHO BECTU eé
C AanbHenwyM KOppeKTHbIM BbIOOPOM MeToAa poaopaspelleHus. Ecnu BbIBNEHHbIN NMOPOK SABNSETCA yrpo3on Ans
XU3HW Nnoga vnu MoXeT npueBecTy B Oyayluem Kk HeonepabenbHOW MHBaNMAHOCTU, TO NoKa3aHO npepbiBaHne Gepe-
MEHHOCTV MO MEeANLMHCKAM NokasaHusim. B criyyae HeOoCnoXXHEeHHbIX MOPOKOB pa3BUTUSA Ans GraronpyMAaTHOro ncxoaa
peKoOMeHAyeTCs XMpypruyeckas Koppekums B CneLmann3npoBaHHbIX NepuHaTasnbHbIX LEHTpax cpasy nocne poxaeHus.

Knrovessle cnosa: Y3WU; npeHaranbHbIN Nepuos; BPOXAEHHbIe MOPOKU Moaa; aKyllepcKasa TakTuka.

TYUYIIYKTYH OHYTYYCYH/IO KOII KE3OEIIKEH TYBACA
KEMTUKTEPIE Y/IBTPA YH ITMMATHOCTUMKACDBI JKAHA AKYITEPIVK TAKTUKA

H.A. Ymapbaesa

ByryHKy KyHOe Tybaca keMTUKTepanH GonyLly TypyKTyy ecyn, Xannbl agamaatka onyTTyy Keuren xapartyyaa, aHTKeH!
anap mavibinTblkka, kebyH4Ye enymre anbin kenet. Cepen canyyyy makanaga 9H ken KesdelukeH Moaenauk (xaian
KeTyyre 6onbon TypraH) Tybaca mavibintap, an apanbik Knaccudukauusi, AMarHoCTUKanbIK biIKManap XeHyHae Maa-
neiMat BepuneTt, anapabiH 6upu yneTpa YH usungeecy. Ynetpa yH uaungeecy - 6yn Tybaca manbintapablH Hermaru
akorpadusanbik 6enrvnepuH 63 ybarbiHaa aHbIKTOOro, KoL BoMNyynykTy y3apTyyra, TepeT blkMacbkliH aHAaH apbl Tyypa
TaHO00 MEHEH aHbl Tyypa Gallukapyyra MyMKYHAYK 6epyydy aH onTumangyy >aHa Tak AnarHocTuKanblk bikma. drepae
aHbIKTanraH KeMTUK TYWYNAYKTYH ©MYPYHe KOPKYHyY Tyyaypca e KeneyekTe onepaums Kblnyyra MyMKyH 6onboroH
ManbINTbIKKa anbin Kence, aHaa MeavuvHanblk KepceTKydTepy GotoHYa Ko BOMnyynyKTyH TOKTOTYNyLY KepceTyneT.
TaTaangawnaraH KeMTUKTEpP BOMNroH yyypaa, TOPenreH4eH KUAMH 4apoo agucTewwTMpunreH nepuHatangblik 6opbop-
NOPAO XMPYPrUSNbIK TY36TYY CyHyLITanar.

TyliyHOyy ce3dep: ynbTpa YH M3Ungeecy; TepeT anablHaarbl Mesrus; TYWYNAYKTYH Ty6aca KeMTUKTepM; akyllepamk
TakTyKa.

ULTRASOUND DIAGNOSTICS AND OBSTETRIC TACTICS
FOR COMMON CONGENITAL MALFORMATIONS OF THE FETUS

D.A. Umarbaeva

To date, the frequency of congenital malformations (CMF) continues to grow steadily, creating a serious problem for all
mankind, as they lead to disability, and often to mortality. The review article provides information on the most common
model (incompatible with life) congenital malformations, international classification, diagnostic methods, one of which
is ultrasound. Ultrasound is the most optimal and accurate diagnostic method that allows you to timely detect the main
echographic markers of congenital malformations; prolong the pregnancy, manage it correctly with the further correct
choice of the method of delivery. If the identified defect is a threat to the life of the fetus or can lead to inoperable
disability in the future, then termination of pregnancy for medical reasons is indicated. In the case of uncomplicated
malformations, surgical correction in specialized perinatal centers immediately after birth is recommended
for a favorable outcome.

Keywords: ultrasound; prenatal period; congenital malformations of the fetus; obstetrics tactics.
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BBenenmne. BpoxxaeHHbIE TOPOKH pPa3BUTHA
(BIIP) mpencrapnstoT coOoii TioOaibHYO MPOO-
JeMy JJsl 4ellOBeYeCTBa, TaK KaK 3Ta MaTOJOTHs
3aHUMaeT Beryllee MECTO Cpeld MPUYUH NepuHa-
TaIbHOM, HEOHATaJbHOM M MIIAJICHYECKOU CMEpT-
Hoctu. M3BectHo, uyto Bce BIIP dopmupyrores
BHYTPHYTPOOHO B pe3yibTare MOpP(OIOrHIecKHX
n3MeHennii oprana. I[lo madopmammu BO3, exe-
TOIHO BO BCEM MHpE MOsBIsieTcs Ha cBeT 10 6 %
neteii ¢ BIIP [1, 2], neta’abHOCTh MPU 3TOM COCTaB-
nstet 30-40 % [3-5].

» OT NOpOKOB pa3BUTHS B TEUCHHE IIEPBBIX
4 Henenb KWU3HM e€XerogHo ymwuparT = 300
TBIC. JICTCH.

» Tlopoku pa3BUTHS MOTYT IPUBOIUTH K HEH3-
Oe)KHOW WHBAJIMIHOCTH, OKa3blBas CUIbHOE
BIIASTHHE Ha OOIIECTBO.

» K MozenpHBIM MOpOKaM pa3BHTHS OTHOCST-
Cs1 TIOPOKH ceprra, Ae(eKTs! HEPBHOW TPYOKH
u cuagpom JlayHa.

» IlpuuuHBI MOPOKOB  MYJBTH()AKTOPHATBHBI
U JI0 KOHIIA ellle He U3yYEeHBI.

> BompmmHCTBO BPOXKICHHBIX ITOPOKOB pas-
BUTHUSI MO)KHO CBA3aTh C HEJAOCTAaTOYHBIM IIO-
TpeOJIeHHEM BUTAMHHOB, (DOJUEBOW KHCIIOTHI
u Jip.

JIns OLEHKH COCTOSIHMSA TUIO[A CYIIECTBYIOT
OOLIECTIPUHATHIE METO/IbI JuarHoctuku [1, 2, 5-7]:
1) ynpTpa3ByKOBOE CKAaHHUPOBAHUE;

2) xapauoTokorpadus;

3) onenka ouoduzmueckoro npoduis;

4) nmommueporpadus;

5) MeToabl BU3yaJbHOTO KOHTPOJIS;

6) TreHeTHYeCKoe KOHCYJIbTUPOBaHUE;

7) WHBa3MBHBIE JIMATHOCTHYECKHE MPOLEAYPHL:
AMHHOCKOIINSI, ONOTICHST XOPHOHA, KOP/IOLICHTE3;

8) ompenmeneHNE KOHICHTPAIMH OCHOBHBIX TOp-
MOHOB U OEJIKOBBIX (PaKTOPOB OEPEeMEHHOCTH:
ACTPOTEHOB, IIAIIEHTAPHOTO JJAKTOTeHA, XOPHO-
HUYECKOTO TOHAJOTPOIMHA, 0-(peTonpoTenHa
u JIp.

CambpiM  HH(POPMATUBHBIM METOIOM IIpCHA-
TanbHOW JuarHoctuku BIIP y moma sBasercs
V3U, no3Bossitoniee Ha paHHUX CTAAMUSIX T€CTAIUU
BBISIBIISITh pa3iuunble nesuanuu [2, 5]. Ceroans
00s13aTEeNbHBIM SBISIETCSI MPOBEIEHUE CKPUHHUHIO-
BbIX Y3U B 10-14, 20-24 u 32 Hen. 6epeMeHHOCTH,
MTOBHIIAIOIMINX HAJACKHOCTH BhIABIeHUS BIIP [2, 5,
7]. OddexTrBHOCTH Y 3-AMarHOCTUKN HECOMHEHHA!

neeKTsl Pa3BUTHI HEBPAIBHONH TPYOKH BBIBIIA-
1orcs Ha ypoBHe 95-100 % [7-9]; 100 % nuonos
¢ Tpucomueii 13- xpomocomsl, 80 % 110710B € TpH-
comueit 18-t xpomocomel, 40—-80 % 110/10B C CHUH-
npomoM [layna. Tem He MeHee, 3HaUNUTEJIbHAS YaCTh
BIIP Bce xe ne nuarHoctupyercs [4-8]. [Tortomy
MOXXHO CKa3aTh, 4To 3¢ dextuBHOCT Y3U 3aBu-
CHT OT pa3pemraroniell CrocoOHOCTH ammaparyphl,
0COOCHHOCTEW TedeHUs] OEpPEeMEHHOCTH (MHOTOILIO-
Jie, MHOTO- U MaJIOBOJIME), KOHCTUTYIIMOHAIBHBIX
OCOOCHHOCTEW MAalMeHTKH, Pa3MepoB U Pacroio-
KEHUsSI NEe(PEeKTOB y IUIO/A, a TAKKe OT KBATU(H-
Kaluu crenuanucToB. [To qaHHBIM OTeYeCTBEHHOM
JUTEpaTyphl, 9aCTOTa, C KOTOPOH yIaeTCsl BBISBUTH
oAbl ¢ BITP npu V3-ckpununre, Bappupyet ot 50
no 85 % [5-7, 10].

[TokazaHo CKpUHUHTOBOE 3Xorpaduyeckoe uc-
CIICIOBaHUE BCEX OCPEMEHHBIX B CBS3H C JOCTYII-
HOCTBIO, HEMHBA3UBHOCTHIO M BBICOKOH MH(OpMa-
TUBHOCTBIO JaHHOTO Metona. OJHaKo HEKOTOphIC
OepeMEHHBIC JKEHIIMHBI BOBCE OTKA3bIBAIOTCS OT
uccieaoBanus [2, 5].

B MexnynapoaHoil kinaccupukanuu 0omnes-
Hell BpOXKJIEHHbIE TOPOKU Pa3BUTHS NPEACTABICHbI
KJ1accoM 0oJe3Hel, B KOTOPOM BBIZCITICHBL:

1. Tlopoku neHTpanbHOW HEPBHOW CUCTEMBI U Op-
TaHOB YyBCTB.

ITopoxu nuna u 1meu.

ITopoku cepreuHO-COCYJUCTON CUCTEMBL.
ITopokn npIXaTeIbHON CHCTEMBI.

[Topoku opraHoB NUILEBAPEHUSI.

ITopokM KOCTHO-MBIILIEYHOM CUCTEMBI.

[Topoku MOUEBOI CUCTEMBI.

ITopoxu 10JI0BBIX OPraHoOB.

9. Tlopoku 2HIOKPUHHBIX KeJes.

10. ITopoku KOXXH U €€ IPUIATKOB.

11. TIpoume mopoxwu.

12. XpoMocoMHBIE OOJIC3HH.

13. T'eHHBIE CUHPOMBI.

14. CunapoMmsbl, 00yCIOBICHHBIC IMOPUOTIATHUSIMH.
15. CuHapOMBI HEYCTAHOBJICHHOW ATHOJIOTHH.

16. HeyrouHeHHble  KOMIUIEKCHI ~ MHO)KE€CTBEH-

HBIX TIOPOKOB.

NI R WD

YabTpa3sBykoBasi JMarHOCTHKA
U aKyllepcKasi TAKTHKA
npu yacro serpevaromuxess BITP niiona

Iopoxu HHC, nuueBbie CTPYKTYPBI

AHIHyepanua u akpanus — OTCYTCTBUE KOC-
TEil MO3rOBOTO 4Yeperna M TKaHU TOJIOBHOIO MO3ra.

98 Becmnux KPCY. 2021. Tom 21. Ne 5



I A. Ymapbaesa

OTHOCATCS K a0CONIOTHO JIETAILHBIM MTOPOKAM pas-
Butus. [loaToMy mokazaHo mpepbiBaHue OepeMeH-
HOCTH.

Spina bifida — ocTucTbie OTPOCTKU ITO3BOHKOB
[P TOMIEPEYHOM CKaHMPOBAHUH HE CMBIKAIOTCS,
a obOpasyror U- wim Y-00pa3Hyr0 KOH(HTYpaIHo.
[Ipy HaNMMYMK MEHWHTOIENIC WM MEHWHTOMHENO-
nene B obnactu aedexra onpenensiercss TOHKOCTEH-
HBII IPBIKEBON MEIIOK.

[Ipu oOHapyXeHHUH JAHHOTO MOPOKa IOKaza-
HO TIpephIBaHHE OCPEMEHHOCTH 10 MEIHIITHCKUM
moKazaHsIM. [Ipw JKenaHuM ManueHTKU TPOIIUTH
O0epemeHHOCTh — Y3U Kkaxaple 2—3 Henenu ¢ Ie-
JIBIO OLICGHKH TOSIBJICHUS BEHTpUKyaoMmeranun. [Tna-
HOBOE KECAapeBO CEYEHHE HECKOJIBKO YMEHBIIAET
HapyllleHUe ABHUraTejbHbIX (YHKIUH y HOBOPOXK-
JICHHOTO, TIOATOMY OIIEPAaTHBHOE POIOPa3pPEIICHHE
MOXXET PaccMaTpUBAThCS KaK MeTon BbIOOpa. Pe-
KOMCHJIOBAaHO MPO(HUIAKTHUECKOE JICUEHHE OONb-
IMMH J103aMU (DOJTMEBOM KUCIIOTHI (4 MT), HAaYaToe
3a 3 Mecsma J0 3a4aTHs, TO3BOJIAIONIEE CHU3UTDH
PHUCK BOSHUKHOBeHHUs spina bifida no 70 %.

Tononpo3>nuepanus — onpenensercs enuH-
CTBCHHBIN JKEIyJ0YeK MO3ra HEeNpaBUIBHOH (op-
MBI, CEpIT MO3Ta U MEXITOTyIIapHas 00po3/ia 0TCyT-
CTBYIOT, TaJlaMyC HE pa3JIeJicH.

B cnywasx Tsokenbix (opM  ToJOMPO3IHILE-
(damuu y HOBOPOXKIEHHBIX Ppa3BUBAETCS AalHO)
u 0e3 momnepkanus (YHKIMH JbIXaHUS HACTyIa-
eT cMepTh. IIpi yMEepeHHBIX MOPAKEHUAX IHArHO3
MOXXET OBITh IMOCTAaBICH TOJBKO B IEPHUOA HOBO-
POXIEHHOCTH, KOT/Ia TIOCTENICHHO HAa4YWHAIOT MPO-
SIBISATBCSL TIPU3HAKU 3aJIEPIKKHA  TICUXOMOTOPHOTO
pa3BUTHSL.

Azene3usn mo3onucmozo mena — Hecopazmep-
HO€ YBEJIWYCHHE 3aJHUX pPOTOB OOKOBBIX JKEIy-
JIOYKOB, CIIBHT KBEPXY TPETHETO KEIYIOUKa, Y3KHE
Y CMEIICHHBIC JIaTePabHO TIepeIHUE pora OOKOBBIX
KEIYI0YKOB, OTCYTCTBHE TIOJIOCTH MPO3PAYHO Te-
PETOPOIKHU U PACHIMPEHHE MEXITONYIIapHON 60PO3-
abl. [TogoOHas xapTHHA MMOMy4YWJIa Ha3BaHUE “‘cpe-
JUHHOW ™ (MEXKTIOTYIIAPHON ) KUCTHI.

[Tpn momo3peHnu Ha areHe3WI0 MO30JUCTOTO
Tena TpeOyeTcs THIaTeIbHOEe M3YyYeHHE CTPYKTYP
MO3ra JUIsl UCKIIOYCHUS COYETAHHOW IMaTOJIOTHH.
YacTo BXOIUT B COCTaB CHHAPOMOB MHOXKECTBEH-
HBIX TIOPOKOB Pa3BUTHS C IUIOXUM HPOTHO30M IS
xu3HU. [Ipy BBIIBIEHUM TaKWX aHOMAIWH pPOIO-
paspenieHne CcieayeT MPOBOAWTH B HWHTEpEcax

MaTepd M He paclIupsTh IOKa3aHUM K Kecape-
BY CCUCHMUIO.

Tuopoueghanun — ysenuiueHHbIEe pa3Mephl Ke-
JyI0YKOB CMEMIAIOT COCYIUCTbIE CIUIETEHHS K Jia-
TepaJbHbIM cTeHKaM. [loka3zaHo npepbiBaHue Oepe-
MEHHOCTH.

Duuyegpanoyene — nanmune nedekra KocTel
yepena; OONbITHE pa3Mepbl IPHHKEBOTO MEIKa MO-
T'YT TIPUBECTH K MUKpoledaanu, BEHTPUKYIOMera-
JIUU U THApOoLepanu.

[Tpu sH1IEQanouene caenyeT NpeanoKUTh mpe-
pBIBaHHE OCPEMEHHOCTH 110 MEITUIIMHCKUM TTOKa3a-
HUSIM.

Pacwenunvt 2yovl u Héba — nedext BU3yau-
3UPYETCSl B BUJE TUIIOIXOTCHHON CTPYKTYpBI; MPH
JIOTITUIEPAXOTpad i MOKHO BUIIETh JBMIKEHUE KU/
KOCTH 4epe3 HOC, POT U TIIOTKY.

[Ipu 5TOM NOpPOKE BBIMOIHAETCS PEKOHCTPYK-
TUBHAsl XUpPyprudeckas KOPPEeKLUs IOocle POXkK-
JIEeHUSL.

Omoueghanus — OTCyTCTBUE HIKHEH 4YeIoC-
TH, YTO TIPUBOJUT K PE3KOMY CMEILEHHUIO YIICH.

Bo Bcex citydasix peKOMEeHJ0BaHO MpephIBAHNE
0epeMEeHHOCTH, TOCKOJIbKY oTouedanus sBiseTcs
JIeTaJIbHOW aHOMAIINEN.

CepaeuHo-cocyaucrasi cucreMa

Ilopoxu cepoya u mazucmpansHbvix cocyoos

JIMZKII — Gonpiine nepuMeMOpaHO3HbIE Jie-
(hbexThl BH3yaIM3UPYIOTCS KaK aHAXOI€HHas 30-
Ha B meperopoake. HeauarnoctupoBanubix BIIC
y mtona oyt 73 % mpuxonutes Ha JIMIKIIL.

B mnonosune cmywaes menkue JIMXKII cron-
TaHHO 3aKPBIBAIOTCS B BO3pacTe JI0 5 JIeT, a OCTaB-
[IMECs UCYE3al0T B TIOAPOCTKOBOM BO3pacTe.

Tempaoa @anno — THINYHBINA CyOaOpTaNbHBIN
JAMXII u nexctpano3unns aopTel + paclIupeHHe
U CMELLEHUE KOPHS aOPThI.

90 % manueHTOB, KOTOPHIM ObLiIa BBHITIOJIHEHA
XUpyprudeckas Koppekius terpaabl daio, 10xKu-
BAET JI0 B3POCIIOrO BO3pacTa. AGCOIIOTHBIM MTOKa3a-
HHUEM K OTepalluy SBISETCS TUITOKCHSI.

Koapkmauusa aopmer — p1uamMeTp aopThl
B 2 pa3a MEHbIlIE TuaMeTpa AUIaTUPOBAHHOM Jieroy-
HOW aprepud. BakHOe 3HaY€HHWE MMEET AOMILIEp-
axoKapauorpadus, KoTopas TO3BOJISECT BBISBUTH
JIEBO-TIPABBIH IIYHT YEPEe3 OBAILHOE OKHO.

Xupyprudeckoe JIeUeHUE 3aKII04aeTcs B yaa-
JICHUM CerMEHTa KOApKTallud C HaJOKEHHUEM aHa-
CTOMO3a KOHEI[ B KOHEII.
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Cmeno3 aopmul — BEIPRXXCHHOE TIPEBATIMPOBA-
HUE JMaMeTpa JIETOYHOW apTepuH HaJ JAUaMETPOM
AO0pPTBhL; IIPU JOMNIIIEPOBCKOM UCCIEIOBAaHUU — TYp-
OyJIEHTHBII TIOTOK KPOBH Yepe3 KIIaraH aopTEhI.

[Ipu amexBaTHON (PYHKIHHU JICBOTO KEITYIOUKA
0OBIYHO WCITONIB3YIOT OaJNIOHHYIO TIACTUKY KJlara-
Ha. JIOTOTHNTENBHYIO OMEpaIMIo K 8 rofaM >KU3HU
nposoasT y 40-50 % nereit B cBA3M C HEJOCTa-
TOYHOCTBIO A0PTAJbHOTO KJAlaHa WX SBICHUSIMU
OCTaTOYHOI'O CTEHO3A.

Cmeno3 u ampe3usn 1e204Hoil apmepuu — Co-
CyI HE BH3YaJM3HPYETCsS WIN AUAMETP €r0 3Ha4dH-
TEJIFHO YMEHBIICH B pa3Mepax, OCOOCHHO B CpaB-
HEHHU C JUaMeTpoM aopThel. llBeToBoe mommie-
POBCKOE KapTUPOBAHUE MO3BOJSET YCTaHOBHUTH
OKOHYATENIbHbII JMarHo3 Ha OCHOBAaHUU OTCYT-
CTBHS ITOTOKA KPOBHU K3 IPABOTO JKEIYIOUKA B Jic-
TOYHYIO apTEpHIO.

[Ipn BBICOKOM Tpaanente maBieHus (5060 Mm
PT. CT.), THIEpTPO(UU MUOKap/a MPABOTO KETY109-
Ka ¥ [[MaHO3a I0Ka3aHa OaJJIOHHasl IIACTHKA Kia-
aHa.

JlpIxaTejibHasi cucremMa

Bpooicoennas ouagppacmansnas zpvioca —
MepeMeIIeHHe CepALa B MPaBYIO HIIH JIEBYIO IIOJIO-
BUHY I'PyAHOH KJIETKU; IIPYU NEPEMELICHUU IIEYCHU
B TPYAHOH IOJOCTH BU3YaIU3UPYETCS COIMIHOC
00pa3zoBaHUe; MHOTOKaMEpHOE KHCTO3HOE 00pa3o-
BaHHE NPH HAIUYUN TOHKOTO KHUIIEYHHKA B TPYA-
HOM KJIETKE.

MoueBbiae/IMTeIBHASL CHCTEMA

Acene3us nouek — Tpuama dXorpaduuecKux
MPU3HAKOB: OTCYTCTBHUEC 5XOTCHU MMOYCK U MOYCBOIO
ITy3bIps, BBIPAXKEHHOE MAaJIOBOJUE; AOMIIEP — OT-
CYTCTBHE ITOYCUHBIX apTEPUH.

IIpy naHHOM MATOJOTMU MOKA3aHO MpPEepbIBa-
HHUE OEPEMEHHOCTH 110 MEAUITMHCKUAM TTOKA3aHUSIM.

Aymocomno-peyeccusnan  nOAUKUCMO3HAA
6one31b nouex (ungpanmunvuan popma) — ysenu-
YECHHBIE THIEPIXOT€HHbIE MOYKH, OTCYTCTBHE 3XO-
TEHH MOYEBOTO ITy3BIPS U MAJIOBOJIHE.

[TanmeHThI, JOKHUBIINE A0 MOAPOCTKOBOTO BO3-
pacra, Hy)KJaroTcsl B TIepecajKe MoUeK, TaK Kak dTOT
IIOPOK OCJIOKHAETCSI XPOHUYECKOH 1M0Ue4HON Heno-
CTaTOYHOCTHIO, IEYCHOUHBIM (PUOPO30M U IOPTAITb-
HOH TUIIEpPTEH3HUEN.

7Keyi04HO-KHIIEYHBIH TPAKT

Ampe3us nuuieo0a — OTCYTCTBHE SXOTCHH
JKeITyIKa 1 MHOTOBOAME (4yBCTBUTENBHOCTD 42 %).

B memom, mocinie onepaTuBHOTO JICUEHUS MIPO-
THO3 JIUISl )KU3HU U 3I0POBbs peOCHKa OaronpusT-
HBIH.

Ampesus 12-nepcmnoit Kuuiku — MHOTOBOJTUE
U Kiaccuueckuit mpusHak “double bubble” B Gpror-
HOU TOJIOCTH ILIOIA, IMOSIBIISIFOIIETOCS B PE3yIbTaTe
pactIMpeHus 4acTu |2-IepCcTHOW KUIIKH ¥ SKeTy/I-
Ka. [lepeTsbkka Mex 1y STUMH CTPYKTypamMu (Gpopmu-
pyeTcst IPUBPATHUKOBON YACTBIO XKENy[AKa U UMEeT
BaYKHOE MPOTHOCTUYECKOE 3HAYCHHUE.

Ponpl pekoMeHI0BaHO TPOBOAUTH B IMEPHUHA-
TAJBHOM IICHTPE C MOCICAYIOMINM MEePEBOIOM HO-
BOPOXXIICHHOTO B CIICIIHAJIM3UPOBAHHOC XHPYPIH-
YECKOE OT/ICICHHE.

Ampezusa anyca — c cepenunsl 1l Tpumectpa
OEpeMEHHOCTH BO3MO)KHA BH3yalld3allusi aHaJIbHO-
ro cuHKTEpa MjaoAa B BUAE TUIOIXOTEHHOH IHp-
KYJSIPHOH CTPYKTYPBI C LEHTPAIBHBIM 3XOTCHHBIM
xoMItoHeHToM (y 10 %).

ATpesus aHyca 9acTo COYETaeTCs C APYTHMHU
nopokamu CCC, ITHC, pacmienunamu BepxHeEH ry-
Obl 1 HeOa u T. 1. [ToaToMy HEOOXOIMMO KOMILIEKC-
HOE 3XOKapAHOTpapuuecKkoe UCCIeOBaHUE C TPH-
CTallbHON OIICHKOH CTCIEeHW IUIATAI[MH KHUIIKH.
Cpazy nocie poxIeHUsT pedeHKa OCYIIeCTBISIETCS
MIEPEBOJT B XUPYPTUUECKUI CTAIMOHAD.

Meghexmul  nepeoneir  oprowinon
(Tabnuma 1).

CMEeHKU

Tabmuna 1 — Jluddepennnanpaas 1uarHocTuka
MEXIy OM(aIOIeie U TACTPOIIH3UCOM

Dxorpaduyeckuii

rpag Owmdanouene | TacTpommsuc
MIPU3HAK

I'pepKEBOM MemIoK + -

IIpukpernenue K rpeokeBo- | K nepenneit

ITyTIOBUHBI My MEIIKY OpIOITHOM CTEeHKe

Jlokanuzanus [Tynounoe Yamie npasas na-

nedekra KOJIBIIO payMOMITHKAITb-

Has 001acTh

YacToe coueranne + -

C JIPyTUMH I10-

pOKaMH U XpOMO-

COMHBIMH aHOMa-

JTUSIMA

Ponopaszpemenue npu ractpommusuce u oMmda-
Jonene neixecoodbpasHee NPOBOJUTH MYTEM OIepa-
IIUM KecapeBO CeueHue + XUpypruueckas onepanus
B riepBbie 24—48 4acoB MOCIe POXKIACHHUS.
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OmnopHo-IBUTraTebHBII anmapar

Axonoponnazus — KOPOTKUE KOHEYHOCTH, Ma-
JIEHBKUE pa3Mepbl TPYIHOU KIIETKH, MaKporedanus
u CeIUIOBPII[HLIﬁ HOC; YKOPOUCHUEC MMPOKCUMAJIbHBIX
CErMEHTOB KOHEYHOCTH.

AXOHJPOIUTAa3Hs 9aCTO COUETACTCS C MAaKpOIle-
(anmeii, modITOMY CIIeIyeT YIHTHIBAT pPa3Mephl To-
JIOBBI TUTOZIa M MAJIOTO Ta3a (TP AUCHPOTIOPINN —
KeCcapeBo CeueHHe).

Ilonuoakmunua — npeakcuanbHas (IOTOJIHU-
TEJBbHBIM MaJsiel] pacroiaraercsa Ha CTOpPOHE Jiyue-
BOI 1 O0JbLIE0EPLIOBON KOCTH) U MOCTaKCHATbHAs
(Ha cTOpoHE JIOKTEBOM 1 MamoOepIIOBON KOCTH).

JlomONMHUTENBHBIE TANBIbl  YAAISIOT ITyTEM
HpOCTOﬁ MEPCBA3KA KOKU B MCCTE MX OCHOBAHUA
0e3 aHecTe3nu.

Koconanocms — Tpy OCHOBHBIX THIA: SKBHHO-
BapycHas jaehopMaIysi CTOIbI, KaTbKaHEOBAIBIYC-
Hasl yCTaHOBKa M METaTap3yc.

B 90 % mabmrogennii Bce BHOBI KOCOIAIIOCTH
HY)KIAIOTCA B XUPYPruuecKod KOppeKLUH Ul A0-
CTHIKCHHUA ONTUMAJIbHBIX PE3YJILTATOB.

XpoMocoMHBIE H0JIe3HA

Cunopom Jlayma — OTHOCUTENBHO dYacTas
BPOXKICHHASI TATOJIOTHS, BBI3BAHHAS TPUCOMHEH
21-i1 xpomocombl. [lpu reHermyeckux aedexrax
y IUTOJIa TOJIIIMHA BOPOTHHUKOBOTO IPOCTPAHCTBA
Oosnee 3 MM, YMCHBIICHHE JJIMHBI ITOJB3OUTHBIX
KOCTEH M yBEITMUEHHUE yIiia MEXIy dTHMU KOCTSIMH
+ HaJNIU4YMe COYETAHHBIX IIOPOKOB.

B cnydae ycraHOBIIEHUSI METOAaMU IpEHATAIb-
HOW AMArHOCTUKH HaJW4us y Iioja cuaapoma Jlay-
Ha, CEMbE MOXKET OBITH MPEATIOKEHO NPEepHIBAaHKE
OepeMEeHHOCTH (10 JOCTHKEHUS TIOAOM TIepHoa
YKU3HECIIOCOOHOCTH — 22—23-11 Helemnm).

Cunopom J0eapoca — 3T0 TEHETUYECKOE 3a-
OoleBaHUE,  CONPOBOXKAAIOIICECS  TPUCOMHEH
18-if XpOMOCOMBI ¥ HAJTMYMEM MHOKECTBEHHBIX Xa-
PAKTEpHBIX MOPOKOB Pa3BUTHUS y IUIOZA, TPHUBOIS-
X k cmeptu. Ha Y3U — mHOrOBOIME, CHUKEHHAS
AKTUBHOCTDH IIJIOJA, MaJICHbKas IlJIalleHTa, C€IHUH-
CTBEHHAsl IyHOYHAasi apTepus, runmorpodus (macca
tena =~ 2170 1).

OTOT TOPOK Yalle BCEro NMPHBOIUT K JIETallb-
HOCTH, MOSTOMY PEKOMCH/IOBAHO TpEphIBaHUE Oe-
PEMEHHOCTH.

Cunopom Ilamay — tpucomus 13-i xpomo-
coMbl. ¥ 70 % miofoB Taxukapaus, 3aMeiJieHUe
Pa3BUTHS, METAUCTHC, MUKPO(TAIbEM, pacIlerie-

HUe TyObl U HEOA, MOMUIAKTIIINS, MaTb()opMaIiuu
cepla v Mmoyek; roJonpo3dHiedanus (HapyleHne
(hopMHpOBaHUS TOJIOBHOTO MO3ra) W omdarnomene
SIBJSIFOTCS YaIlle COYETAHHBIMU MTPU3HAKAMH, BBISIB-
nsembiMu Tipu Y3U muona B 12 Henenb OepeMeH-
HOCTH.

[Ipn nanHOM BHJI€ TOPOKA BBICOKHM IMPOLEHT
neTanbHOCTH. [IpH OTATONICHHOM aKyIIepCKO-TH-
HEKOJIOTMYECKOM aHaMHe3e¢ HEOOXOAUMO MEIUKO-
TeHETUYECKOE KOHCYITBTUPOBAHHUE.
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