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COYETAHUE KOJIBLEBUIHOM ITOKEIYI0YHOM JKEJIE3BI,
HAPACTEPHAJILHOY JUA®PATMAJIbHOM I'PBIKH
Y HOBOPOXKIEHHBIX C CHHIPOMOM JIAYHA
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Mopoku pas3BuTHA U POXOEHNE paHblue CPOKa — BaXKHENMLWME NPUHMHBI XPOHUYECKUX 3aboneBaHuid, MHBANMEHOCTU U CMEpPT-
HOCTM B OEeTCKOM Bo3pacTe. [Momoub OeTsM C nopokamu passBuTus Heobxoguma 4acto cpasdy nocne poxpgeHus. BO3
K Hambonee TsXXenbiM Mopokam pasBWUTUS OTHOCWUT MOPOKM ceppua, AedeKkTbl HEPBHOW TPyOKM, a TakKe XPOMOCOMHYIO
aHomanuio — cuHgpom fAayHa. CuHpgpom [layHa — reHeTudeckoe 3abonesaHune, Npy KOTOPOM y pebeHka MMeeTcs NULWHASA
XPOMOCOMa M 4aCcTO BCTPEYAIOTCS MOPOKU PasBUTUSI pasHbIX OPraHoB U CUCTEM. Hanuume Heckomnbkux NMopokoB Tpebyer
KOMIMMIEKCHOIO XMPYPryeckoro nopxofa, KOTOPbIA MOXHO OCYLLEeCTBUTb SHOOCKONUYecku. iaBecTHo, 4To crHapom [dayHa
MOXET COYeTaTbCsl C XMIonepuToHeymom. MNprBoanTCS KNMHUYECKOe HabnogeHne yCrnewHoro NeYeHnss HOBOPOXKOAEHHOMO
pebeHka ¢ cuHgpomom [layHa, KOTOpbIA COYeTancs C BPOXOEHHOW BbICOKOW KWLIEYHOW HENnpOXOQUMOCTbIO Ha YpPOBHE
LOBeHanuaTUNepCcTHOW KWLWKK U napacTepHanbHOn guagparmanbHoi rpbiken. Oba nopoka CKOppPeKTUpPOBaHbl nanapocko-
nuyeckn. PasBuBwuiics B nocneonepaunoHHOM Mepuoae XUNOoNepuToHeyM C YCMEXOM MPONeYeH HasHa4YeHWeM MOSHOro
napeHTePanbHOr0 NUTaHUS U UHPY3NEN aHanoros CaHpoCTaTUHA.

KnioueBble cnoBa: cvHgpom [ayHa, KonbueBuaHasi NnomKkenynqoyHas xenesa, anagparmarnsHas rpbixa, XuioneputoHeym,
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Malformations and premature birth are the most important causes of chronic diseases, disability and mortality in childhood.
Help for children with malformations is often needed immediately after birth. WHO determines heart defects, neural
tube defects, chromosomal abnormality — Down syndrome as the most severe malformations. Down syndrome is a
genetic disease in which the child has the superfluous chromosome and often defects in the development of different
organs and systems. The presence of several defects requires a complex surgical approach that can be performed
endoscopically. It is known that Down syndrome can be combined with chyloperitoneum. The article represents the
clinical observation of successful treatment of the newborn baby with Down syndrome, which was combined with
congenital high intestinal obstruction at the level of the duodenum and parasternal diaphragmatic hernia, both defects
were corrected laparoscopically. The chyloperitoneum developed in postoperative period was successfully treated with
the appointment of total parenteral nutrition and infusions of Sandostatin analogues.
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[Topoku pasBUTHs M POKJICHHUC PAHBIIC CPOKA —  [IOPOKH PasBUTHS, B TOM ducie 10 30 % — aHOMaINK

BaXHEHIITNE MPUYMHBI XPOHUYECKUX 3a00JIECBaHMIA,
HWHBAJTUAHOCTH U CMEPTHOCTH B IETCKOM Bo3pacte [1].
[To maenuto BO3, k HanboIee TSKeIbIM TOPOKaM pas-
BHUTHS OTHOCSTCS ITIOPOKH CepAla, 1e(eKTbl HepBHOU
TpyOKH, a TaK)Ke XPOMOCOMHAsI aHOMAIIUS — CHHIIPOM
Hayna [2]. Cunnpom [layna — 31o reHeTHueckoe 3a00-
JICBaHUE, IIPU KOTOPOM KapUOTHUII COCTOUT U3 47 Xpo-
MOCOM BMecTO 00bIuHBIX 46. [TomuMo numiHe# xpomo-
COMBI, Y 3THX JETEH 4acTO BCTPEUAIOTCS pa3InyHbIe
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pasBuTHs KumieuHoi TpyOku. Ha Gase xadenps! ger-
CKOM XHMpYprUH HAlllero YHUBEPCHTETa B HACTOSIIEE
BpEMsI JIJIsl KOPPEKIHH TyOIeHATLHON HENPOXOIIMMO-
CTH TIPUMEHSETCS JIAIapOCKONNYECKOEe HaIOKEHNE
aHactomo3a o Kumypa. I1OT cmocod xupypruue-
CKOT0 TI0COOUs 0100peH DTUYECKMM KOMUTETOM Ha-
Iero YHUBEpCUTETA. B cTarhe onmMcaHo MHTEPECHOE
KIMHIYECKOe HaOmroieHne. Y pedeHKa ¢ CHHIPOMOM
JlayHa, KOTOpOMY BBIIIOJHEHO JaNapOCKOIHYECKOEe



Tom 177 » Ne 4

Jlanapockonusa npu CoYeTaHHbIX MOopoKax

B AHéCTOMbS -

-

O

HaJIOKEHNE aHACTOMO3a 110 IOBOJY HEIIPOXOAUMOCTH
neeHamarunepctaor kumku (AI1K) m3-3a kombIte-
BHJIHOU MTOJIKEITYTOUHOU KeJe3bl, HHTPAOIIEPALMOHHO
Obu1a OOHApY’)KEHA U OJHOMOMEHTHO CKOPPErpOBaHa
napacTepHajbHas auadparMaibHas rpebka. B Bemy-
el KMHuKe aeTckoil xupypruu B PO — I'opoackoit
JETCKOM KimmHu4ueckoi 6onpHuLe Ne 13 um. H. ®©. du-
naroBa JlenmaprameHnTta 3apaBooxpaHeHUs: MOCKBBI —
ObUIO Bcero 3 Moj0OHBIX HAOJIOACHUS, KOTJA Y Jie-
Tei B Bo3zpacte oT 1,5 g0 13 ner mapactepHaibHas
IpbIKa oNeprpoBaHa dHA0CKonudecku [3]. Y Harmero
MAIMEeHTA [TOCJICOTIEPAIIIOHHBIN TIEPHOJT OCITIOKHHIICS
pa3BUTHEM XWIONEepUTOHEYyMa. 3BeCcTHO, 4TO XHJI0-
MIEPUTOHEYM MOJKET aCCOLIMUPOBATHCS C CUHIPOMOM
JayHa u pyriMu reHeTHIeCKUMU 3a001eBaHusIMU [4].

Paspewienue ot poguteneld Ha IpOBEAEHUE OIe-
PaTUBHOTO BMEILATEIbCTBA U AHECTE3M0JIOTMUECKOTO

ITOCOOWSI TIOTYUIEHO.

Pe6enok K. pomuics ot 8-it 6epeMeHHOCTH, 6-X CPOYHBIX POIOB
mpu cpoke recrarmu 37,6 Henenmu. Bospact marepu — 42 roxa.
BepeMeHHOCTb IpoTeKkasa Ha pOHe XPOHUYECKOTO TOKCOILIA3M03a,
OKHpeHust | cTerneHn, 0TEeKOB, MHOTOBOJIHSL. POIIbI CAMOCTOSITENIBHBIE.

Buo cghopmuposannozo nanapockonuuecku 0yooeHo-
dyooenoanacmomosa (a); 8U0 naApacmepHaIbHOL SPbLICU
npu nanapockonuu (0); 6U0 OPIOWIHOL CMEHKU NOCLe KOPPeKyuu
nopokog paseumusi (8)

Macca tena rpu poxxaennn — 3430 r. Ouenka o Anrap — 7-8 6ai-
noB. C pOXICHUS COCTOSHHE YIOBICTBOPHTEIBbHOE, 4Yepe3 9 4
HOCIIe POXKICHHUS y peOeHKa MOSIBUIIOCH CPBITMBaHUe. BhimonHena
peHTreHorpadus OpranoB OPIOLTHON MOJIOCTH — KAPTUHA BEICOKOH
KHUIICYHOM HEMPOXOAUMOCTH. J{JIs JabHEHIIIero JeueHus: peOCHOK
nepeBezieH B OOIaCTHYIO KIIMHUYECKYIO OOMpHHIY Ne 2.
CocrosiHUE IPU TOCTYIUICHHH OBUIO OLICHEHO KaK TSDKEJIoe
3a c4eT KIMHUKU YaCTHIHON KHIIEYHOH HEMPOXOAUMOCTH U pa3-
BUBIIETOCS TeMOpPpParnyeckoro cuHapoma. ONEHKY MPOBOIMIN
o pa3paboTaHHOI HaMH KOMIbIOTepHOU mporpamme [5]. [Tocne
HpeIONePAIOHHON MOrOTOBKY, HAIPaBICHHON Ha CcTabWiIn3a-
LU0 TOMEOCTa3a, Ha 4-¢ CyTKH JKU3HH peOEHOK ONepHpOBaH B
MOJIOKCHUH OOJIBHOTO Ha crinHe. [1epBblii Tpoakap 3 MM Juist ONTH-
YECKOM CHCTEMBI 3aBEICH 110 HIKHEH yMOMINKAIBHOM CKITaJIKe.
Vrnekucnelif ra3 moj JaBI€HHEM 7 MM PT. CT. C IIOTOKOM
1-2 a/muH. JlonoaHATENbHBIC TPOaKapbl (3 MM) U1l HHCTPYMEH-
TOB BBE/ICHBI CIIPaBa ¥ CJIeBa OT MyTika. [1pu peBu3un oOHapyKeHo,
YTO KeNyaoK U HauanbHbli oTaen AIIK 3HaunTensHO yBeamueHbl
B pazMepe, OCTaJbHBIC OTAENbI KAIIKH craBmmecs. Kpome Toro,
00HapyKeHO, YTo uMeeTcs 1eeKT quadparMpl, PacIoIOKESHHBIN
MapacTepHAILHO B 3aTpyANHHO-PEOSPHOM IIPOCTPAHCTBE CIpaBa
(rpsoka Mopranbsn). [Tociae moounmsanuu JITK BhsiBICHa MpH-
YHHA HEIPOXOMMOCTH — KOJIBI[EBHUIHAS MTOJDKEITYI0THAsT JKeTe3a.
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JIIK BbIIIe HENPOXOAMMOCTH — JI0 4 CM B IMaMETPE, HUKE — MEHEe
0,5 cm. ChopMHpOBaH OTHOPSTHBII, POMOOBHUIHBII, TyOICHO-TYO-
neHoanactomMo3 o Kumypa. OtaensHble MIBEI HApy:Ky, HUTh IIPO-
ner 5,0, GopMupOBaHUE y3II0B HHTPAKOPIOPATBHO (DUCYHOK, ).

[locne Bu3yanuzanuu napacTepHaIbHON TPBLKHU (PUCYHOK, O)
BBISIBJICHO, YTO COAEPIKMMBIM I'PhDKEBOTO MEILIKA SIBJISETCS y4acTOK
TOJICTOH KHILKH; ITOCJIEe N3BJICYCHHS IPHDKEBOM MEIIOK MCCeUeH,
nedexT B quadparme ymurT oTaeabHbIME [1-00pa3HbIMu BamMu,
¢ukcupyrommmu auadparmy K neperHei OproIHoHi CTeHKe ¢ 3aBsi-
3BIBAHUEM Y3ITI0B CHapyku (HUTH ethibond 3.0) u morpyxeHnem
HX TIOAKOXKHO (PUCYHOK, B).

TeueHue MOCIEONEPAMOHHOIO TIEPHOA KOHTPOIHPOBAIIH,
HCTIONB3Ys pa3paboTaHHyo Hamu mikaiy [6]. [Taccax mo xeiy-
JIOYHO-KUIIEYHOMY TPaKyT BOCCTAHOBHJICS Ha 8-€ CyTKHU IOCie
orepanuy, U peOeHOK OBLT IepeBeieH Ha BTOPOIl ITall BBIXAKH-
BaHus. Yepes 22 1mHS mOcie onepanuy y OOJBHOTO TOSBHIOCH
BBIPQKCHHOE YBEIIMYEHUE JKMBOTA U yNOpHas pBoTa. s yTou-
HEHMS JUarH03a ObLIO BBIIIOJIHEHO YJIBTPa3ByKOBOE HCCIICJOBAaHUE
(Y3W1) opraHoB OprOIIHOI MOIOCTH, a TaKXKe PEHTreHOrpadusi.
BbII10 BBISIBICHO 0OJBIIOE KOMMYECTBO JKHIKOCTH B OPIONIHOM
nonocty. C J1e4e0HO-TMarHOCTHYECKOI! IeNbI0 BBITTOJIHEH JIara-
poueHTe3, momydeHo 550 M XWIIE3HOW KHIKOCTH, OCTaBIICHA
JpeHaxxHast TpyOKa, OTMEHEHO SHTEPAIbHOE [THTaHUE, Ha3HAYCHA
nHpy3us Oxrpeorraa (11 MKr/(Kr-4)) 1 HOTHOE MapeHTepaIbHOS
nutanue. Ha gpone mpoBomiMoii Tepanuu KoIuuecTBo OTAeIsIeMOi
JKUIKOCTH U3 OpIOIIHOM MOJIOCTH YMEHBINAJIOCh U HA 7-i JIeHb
MIPEKPaTUIIOCh, YTO MO3BOJIMIIO IpeHax ynanuTs. Yepes 10 queit
HA4YaTo dHTEpaIbHOE MUTaHUE, CHadana B Tpoduaeckom oobeme,
MocTeneHHoe cHIKeHne 10361 Oxrpeotnaa. Uepes 21 nens pebde-
HOK yoKe TIOTydan /s hu3nonormueckoro 06bemMa MUTaHus 3 CUeT
CMECH CO CpPEeIHELENOYeUHbIMU TpUrHiepuaaMu, OKTpeoTn
(3 mxr/(kr-9)). [IpoBoauim koHTpoNbHBIE Y3U ¢ onpenencHuemM
KOJIMYECTBA KUIKOCTH B OPIOITHOH MTOIOCTH, KOTOPOE MOCTEIIEHHO
YMEHBIIANOCH U K MOMEHTY BBIITHCKH CTaj0 HE3HAYUTEIIBHBIM.

Pebenox ¢ cuanpom JlayHa MOKET pOIUTECS C coue-
TaHHBIMU [TIOPOKaMU pa3BUTHs. Hamnune HECKOIbKUX
ITOPOKOB TPEOyeT KOMITIIEKCHOTO XUPYPTUIECKOTO IO
X0J1a, KOTOPBI MOXHO OCYIIIECTBUTD SHJOCKOITUYECKH.
XI/IJ'IOHepI/ITOHGyM noaaacTCs KOHCEPBATUBHOMY Jic-
YCHHIO, KOTOPOC 3aKIIFOYACTCs B OTMCHE KOPMIJICHUA,
Ha3HA4YCHUHM IIO0JIHOI'O IIapCHTCPAJIBHOTO IIMTAaHUA,
nH}Y3UU aHaNoroB canjpocraruHa. [locne nukBuaa-
WU XUJIONICPUTOHCYMA HA3HAYACTC, C TOCTCIICHHBIM
YBEIIMUCHUEM O6’LeMa, MMMTAaHUE MOJIOYHOM CMECHIO CO
CpeHenenoYeYHbIMHU TPUININIEPUIAMHU.

Ocraercsi TMCKYTa0eNbHBIM BOMIPOC O MPHYMHAX
BO3HHKHOBEHHMS XMJIONIEPUTOHEYMA Y 3TOTO MAlUEHTA.
MBI HCKITIOYaeM MEXaHHUYECKYIO TpaBMy JuMparnye-
CKHMX MPOTOKOB. XMUJIONEPUTOHEYM MOTI BO3HUKHYTh
3a CYeT MOBBIMIEHHOTO BHYTPHOPIOIIHOTO JaBICHHS,
CO37IaHHOTO NCKYCCTBEHHO HarHETaHHEM YTJICKHCIIOTO
ra3za B OpIOIIHYIO TIOJOCTh MPH JIANapOCKOMUU. DTO
MOIJIO MOCITYKUTh MPUYUHON OCIIO)KHEHHOTO TTOCIIe-
OTIEPAIIMOHHOTO Tepuoaa’?
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