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[MpeAcTaBneHo KNMHMYeCKoe HabntofeHne 1eB04KM 3,5 MecALeB ¢ CUHAPOMOM [layHa (perynspHas Tpucomus), POANBLLEIACS OT MaTepu ¢ MO3anyHoi popmoil
[aHHOro cMHApoma. Y pebeHka Habmiofanuch XapakTepHblil oeHOTUN cMHApOMa [layHa v Hanuune BPOXXAEHHOro nopoka cepaua. [MpoBeaeHa xupypruyeckas
onepauus — nepeBA3ka OTKPbITOr0 apTepuanbHOr0 NPOTOKA. Y4uTbIBas NOBbILIEHHbBIA PUCK OCNOXHEHUIA, 06YCNOBAEHHbIX BPOXAEHHbIM MOPOKOM CEepALa 1
COCTOSIHMEM 3[0POBbS, BCEM AETAM C [aHHbIM CUHAPOMOM AO/XHbI NPOBOANTLCA FEHETUYeCKoe 06CNef0BaHNe, KOHCYNbTAUUM FeHeTUKa, Kapanonora v
CKPUHMHT-3x0KapAauorpachumn. CTaTbsi 03HAKOMWT Bpayei-nefnatpoB, KapAanuonoroB, CEMEMHbIX Bpadyeil U ApYrux CMeuuanucToB C CEMEHbIM CryYaem
cuHapoma [layHa u pesynstatamm XMpyprivyeckon KOppekuun BpOXAEHHOro nopoka cepaud. PaHHWA axokapanorpacm4eckuin CKpUHUHT U CBOEBPEMEHHOE
XWNPYPriyeckoe BMeELLATENbCTBO 3HAYUTENIbHO NOBbILIAIOT NPOACIKUTENBHOCTL U Ka4eCTBO XKM3HN 3TUX LeTeil.

Kntoyesble cnosa: cuHapom [layHa, KapuoTunupoBaHue, MeLuKo-reHeTU4eCcKoe KOHCYNbTUPOBAHNE, BPOXAEHHBIA NOPOK CEepALA, OTKPbITLIA apTepuanbHbli
MPOTOK, NEr04Has rmnepTeH3ns.

Down syndrome in woman and her child: a case report
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The clinical case of a 3.5-month-old girl with Down syndrome (regular trisomy), who was born from the mother with a mosaic form of this syndrome, is pre-
sented. The child has the characteristic Down syndrome phenotype and congenital heart defect. The surgical operation was performed — ligation of the open
ductus arteriosus. Given the increased risk of complications due to congenital heart defect and health status, all children with this syndrome should be pro-
vided a genetic examination, geneticist and cardiologist consultations, and screening echocardiography. The article will familiarize paediatricians, cardiolo-
gists, family doctors and other specialists with the family case of Down syndrome and the results of surgical correction of congenital heart disease. Early
echocardiographic screening and surgery significantly increase the duration and quality of life of these children.
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KniHiyHni BUnagok cuHapomy [layHa y XiHKu Ta it AUTUHN

LM. Emeyn’, HM. Pygenko', AK. Kypkesny', 0.M. Jinteunenko’, B.0. lanaraw?, LU A. Kynb6anaesa’, B.B. Kypakoa*

'HaykoBo-npakTuynuii LieHTp gutayoi kapgionorii i kapgioxipyprii MO3 Ykpaitu, m. Kuis

*CneujianizoBaHnii MeANKO-TeHETUYHNIA LIeHTP HauioHanbHoi AnTa4oi cneuianizosaHoi nikapHi «OXMATIAWT>» MO3 Ykpainn, M. Kuis, YkpaiHa

HaBeJieHo KIiHiYHe CNOCTepexeHHs AiBYNHKM 3,5 MicAuiB i3 cuHapomom [layHa (perynsipHa TpUcOoMis), L0 Hapoaunacs Bif matepi 3 Mo3ai4Hol0 dropmoio
[AHOr0 CUHAPOMY. Y AWTWHWU CMOCTepiranucs nputamaHHuin cuegpomy [layHa ¢heHOTMn Ta HasBHICTb NMpMPOKeHOi Baan cepus. MposefeHa xipypriyHa
onepawis — nepes’s3ka BiAKPUTOI apTepianbHOI NPOTOKMW. BpaxoBytoun NifBULLEHNI PUSUK YCKNALHEHb, 06YMOBIIEHUX NPUPOIKEHOIO BALIOK0 CEPLIA Ta CTAaHOM
3[10pOB’s, YCIM AITAM 3 LaHUM CUHAPOMOM MOBWHHI NMPOBOAUTUCS FEHETUYHE 0OCTEXEHHS, KOHCYMbTaLii reHeTnka, kapaionora i CKpUHiHr-axokapgiorpadii.
CtarTs 03HaMOMWTL Mikapi-neAiaTpis, KapAionoris, CiMeiHNX NikapiB Ta iHWWX CcheuianicTiB 3 POANHHAM BUNAAKOM cuHApoMy [ayHa Ta pesynbraTamii
XipypriYHoi KopekLii npupoxeHoi Baau cepus. PaHHiin exokapaiorpadyivyHnin CKPUHIHT Ta CBOEYACHE XipYprivyHe BTPY4aHHA 3HAYHO MiABMLLYIOTb TPUBANICTL Ta
AKICTb XXUTTS LMX JiTeil.

Kntoyosi cnosa: cunapom [layHa, KapioTunyBaHHS, MeUKO-reHeTUYHe KOHCY/bTYBaHHSA, NPUPOKeHa Baja Cepus, BifikpuTa apTepianbHa NpoToKa, JlereHesa
rinepTexsis.

BBenenue

CKa)KZ[bIM rOJIOM YBEJUYMBAETCS KOJIMYe-
CTBO JieTell ¢ BPOKAEHHON TATOJIOTUEH —
5—6% OT Bcex JKMBOPOKIEHHBIX HMMEIOT BPOK-
JIeHHble aHOMaJInu, U3 HUX B 40% cirydyaeB quarioc-
TUPYIOTCSI OTIpe/eJEHHbIe XPOMOCOMHbBIE WJIN
TeHHble CUHIPOMBI, CPelli KOTOPBIX TsKeJble
dbopMbI, B T.4. BPOKIEHHbBIE IMOPOKU CeEPJIA
(BIIC), cocraBasior okoso 2% [4,5,7].

B VYkpaune Bpo/eHHbIE CepAEYHO-COCYN-
cThle 3a00JI€BaHUs Y JIeTell TPeACTaBISIOT OO0
Bce OoJiee cepbesHyio MpobJeMy 31paBoOXpaHe-
aus. C mavama 90-x romoB yactora 3aboeBaHUI
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OPraHoB KPOBOOOPAIEHUST B JIETCKOM BO3pacTe
Bo3pocia B 2,50—-3 pasa. ExerogHo B Ykpaute
poxaaercst 5,5—6,0 toicstu mereii ¢ BIIC, 35-40%
U3 KOTOPBIX HAXOAATCA B  KPUTHYECKOM
COCTOSTHUM C TIEPBBIX JIHEH JKU3HU W HYK/IAI0TCS
B HEOTJIOKHOU MHTEHCUBHOW Teparuu U XUpypru-
YecKoil Koppekiun [4—7].

3a TocienHUE JECATUIETHS, HECMOTPS Ha
o01Iee CHIKEHME MJTaJIEHYeCKON U HEOHATAIbHON
CMEPTHOCTH, HEM3MEHHO PErrCTPUPYETCs OOIINiA
POCT BPOK/IEHHOU cep/IeYHOI TTaTOJIOTUY U YBEJIN-
yeHue ee POJIN B JIETAIIBHBIX UCXO/IaX CPEU HOBO-
pokaentsix. Cpean puduH OOIIEN CMEPTHOCTH
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HoBOpoxAeHHBIX BIIC cocraBagior  okojo
15-20%. Yacrora BIIC cpean sKUBOPOKIEHHBIX
r. Kuesa 3a nepuon 2012—-2016 cocraBura 60 na
10000 [5,7,8].

BposkieHtbie TIOPOKHU cep/iia MOryT ObITh M30-
JIUPOBAHHOM MaTOJIOTUEH WJIK BXOJAUTb B KOM-
MJIEKC MHOKECTBEHHBIX BPOKIEHHBIX MMOPOKOB
pazButus. CunApoMasbHbie (GOPMBI MATOJIOTHH
COCTABJIAIOT 3HAUUTEBHYIO YaCTh WHTETPAIMOH-
HBIX 60JIe3HEH B MeAUIMHe, U Bpauyd [EePBUYHOTO
3BeHa MEJIUITMHCKON TToMoIu (Tie/luaTpbl, ceMeli-
HbIe BPaul ) YaCTO OKA3bIBAIOTCS TIEPBBIMU, K KOMY
obpalamTcst MarueHThl ¢ Pa3JInIHON COYeTaHHON
narosuorueit [7-9].

Hecmotpsa Ha niporpecc coBpeMeHHOI Kapino-
XUPYPruH, JeTATbHOCTh HOBOPOKIEHHBIX U JIETEN
nepBoro roza xusuu ¢ BIIC mpomoskaer ocra-
BaTbCS BBICOKOH, YTO CBSI3aHO HE TOJBKO C MO3/I-
Hell IMarHOCTUKON, HO 1 Hea/IeKBaTHBIM JIEYeHIeM
ceplieuHoll HemoctaToyHOCTH. [lo maHHBIM pas-
JIMYHBIX aBTOPOB, 20% nereii ¢ BITC 6e3 nposeje-
HUST ONIEPATUBHON KOPPEKIIMH ysKe K KOHITY Tep-
BOTO TOJa KM3HU CTAHOBATCS abCOJMIOTHO WA
OTHOCUTEJILHO HeorepabelbHbIMKI 13 32 HeoOpa-
TUMBIX I3MEHEHUI B OPraHax u cucTeMmax. ToJbKo
10—15% 6osbHBIX ¢ TIOpOKaMK cep/ria Oe3 Bbipa-
JKEHHBIX HapyIIeHUH TeMOJAMHAMUKU JOCTUTAIOT
IOHOIIIECKOTO BO3pacTa 0e3 XUPyprudyeckoil Kop-
pekiun. letn ¢ BIIC, nepexxusiime mepBuiii roj
JKU3HU €3 XUPYPruvIecKoro JedeHus, Kak IIpaBu-
JIO, YMUPAOT B [aJbHENTIEM OT Pa3JUIHBIX
ocyoxxkHenuit [3,9].

Yaydinienre TeparneBTUYECKOTO U XUPypruye-
ckoro jedenus BIIC npuBeno K 3HAYNTENBHOMY
MOBBINIIEHNIO BIKMBAeMOCTH. Pe3ysiprar euenus
M KauecTBO JaJbHelell KU3HU TalMeHTa 3aBU-
CAT HE TOJBKO OT aHATOMHWU TIOPOKA, HAPYIIEHUS
TeMOJIMHAMWKHA W MacTepcTBa XMPypra, HO U OT
NpUYMHBI, BbI3BaBlielr @opmupoBanmne BIIC.
[Ipu aTom cremyet yuntsiBaTh, uto BIIC, aBidio-
IMIICA YACThIO TIeHeTUYecKH OO0YCIO0BIEHHOTO
CUHIPOMa, TPOTEKaeT WHave, YeM W30JUPOBaAH-
HBIH. Y TalMeHTOB ¢ CUHIPOMATbHON (hopMoii
MATOJIOTUM TaKKe BO3MOKHO pa3BuUTHe crerudu-
YEeCKUX MATOJIOTUYECKUX COCTOSTHUH, TPeOYOInX
KOPPEKITUU YK€ B X0JI€ KapINOJOTUIECKON TTOMO-
. [Toatomy acddekTUBHOCTD JieueHUsT 3aBUCUT
OT CBOEBPEMEHHON IMATHOCTUKU CUHAPOMATHHBIX
dbopm BIIC, a takke MyJIbTUIUCIIUTIIMHAPHOTO
MO/IX0/1a B BeJIeHNU Takux jiereit [6,8].

Hano orMeTuTh, 4TO XpOMOCOMHAST TTATOJIOTHS,
BKJIIOUAIONAsd W3MEHEHUsd 4Yucjia U CTPYKTYPbI
XpoOMOCOM, BcTpedaeTcss y 1% HOBOPOKIEHHBIX.
K naubosiee pacrpoCTpaHeHHBIM XPOMOCOMHBIM
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HapymeHussM otHocutcs cunapoM /[layma (C/L),
KOTOPbIiT 00YCJIOBJIEH HaJWMYUEM JOTOJTHUTEh-
Holt xpomocombl 21. Hapgy ¢ peryssipHoii Tpuco-
MUEl, CYIIeCTBYIOT Takke Mmozanmunas (12%) wu
TpaHcaokanronHas hopmbl (4—-5%) C/I [1,2].

3 Beex opm CJI Hanbosiee coxKHA AUATHOC-
TUKa (PEHOTUTTMYECKN He TPOSBISIEMOr0, «CKpPbI-
TOTO» XPOMOCOMHOTO MO3auIIM3Ma, KOTOpast Tpe-
OyeT TIIATEJBHOTO IIUTOTEHETHYECKOTO aHAIN3a C
ncnosb3oBanueM FISH-cremuanpHbix MeTO/10B
HCCJIe/IOBAHNS.

g CJI xapakTepHa KIMHUYeCKast Baprade/ib-
HOCTb, KaK TI0 OTHOMY (PU3NIEeCKOMY TTapaMeTpy,
TaK U 10 UX COYETAHWIO Y KasK10To mpobanaa. [Ipu
MO3alIHON W TpaHcaokanuonHonn dopmax C/I
MHOTHEe (heHOTUITNYECKHUE TIPU3HAKKM B OOJIBIIITH-
CTBe cJiy4yaeB OyIyT TaKue jKe, KaK 1 IIPU PeryJisip-
HOM Tprcomun xpomocombr 21. [ToaToMy Kask/bIit
peb6EHOK, KoTOpBIi (heHOTHITIYECKH TTOX0K Ha C/I,
TpebyeT MUTOTeHETHYECKOTO 00CIeIOBaHuUS, TTPU
KOTOPOM B HACTOSIIIee BPEMST UCITONb3YIOTCST Pas3-
JIMYHBIE METOJIbI TpeHaTaJbHOW [UArHOCTUKU
(MHBa3uBHbIE U HeWHBa3uBHbIE) [2,4,5].

3a TOJAbl KIMHUYECKUX HAOJIOMEHUIT CTao
OYeBUHBIM, 4TO Uit BbissBiennss BIIC y HOBO-
poxaentoro ¢ CJI oxHoro ¢dusmuyeckoro oodce-
JIOBAHUST, BKIFOUYAIOIIETO OCMOTP M ayCKYJIbTAITHIO,
HeJlocTaTouHO. B HacTosiiiee BpeMs OCHOBHBIMU
metogamu quarnoctuk BITC apisioTes anekTpo-
kapauorpadug  (IKI),  rtpancropakaspHas
(9x0KT') u uepesnumieBoHAS dX0KapAUOTpadus
(UII9x0oKT). ¥YnabrpasBykoBoe wuccieoBaHne
(Y3W1) cepata 1mo3BossieT He TOJBKO TUATHOCTH-
poBaTh CepjieuHble AaHOMAJIUWU, HO U OIPEEeITh
HeoOXOAMMOCTb, TaKTHKY U CBOEBPEMEHHOCTb
OTIEPATUBHOTO JIeYeHUS.

B crpykrype BIIC ipu C/I, 1o 1aHHBIM Pa3HBIX
aBTopoB [3,7,9,12,16], Haubosee vacto BcTpeya-
I0TCS: ATPUOBEHTPUKYJIAPHAST KOMMYHUKAIWS
(40-45%), nedext mesxkenynouxkoBoii (35—40%)
u Mesknpesicepanoi (20—25%) neperopojiok, pexe —
OTKPBITBIN apTepuaibHblii TPOTOK (4—7%), TeTpa-
na @amino (6-9%).

Pannuit Y 3U-cKpUHUHT U CBOEBPEMEHHOE
XUPyprudeckoe BMEIIAaTeJbCTBO 3HAUUTETbHO
HOBBINIAIT OOIIYIO TPOAOJIKUTENBHOCTh M Kade-
CTBO KU3HU 3TUX JieTell. B To xKe BpeMs cocTosinue
JleTeil ¢ CUHIPOMAJIbHOM TATOJIOTUEH OTpe/esisaeT-
€S HE TOJBKO TSKECTBIO TIOPAKEHWS CepiIa, HO
" MUCHYHKIMEH Pa3JMYHBIX OPTaHOB M CHCTEM,
3aTPY/IHAIONINX TepareBTUIecKoe U XUpypruye-
CKOe JiedeHure TIopoKa cep/iia.

Bpoxnennbiii mopok cepjiila BBI3bIBAET P
M3MEHEHUI KOMIIEHCATOPHOTO XapakTepa, 00yciaB-
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KAMHMYECKINI CAVYAA

JIMBAIOIUX TIEPECTPOIKY BCEro opraHnsMa pebeH-
Ka, HO TIPY JIIUTEJIbHOM CYIIECTBOBAaHUU MOPOKA
MIPOIIECChI KOMITEHCAIIUU BEAYT K BBIPAKEHHBIM
JIECTPYKTUBHBIM HEOOPAaTUMbBIM  HM3MEHEHUSIM
OPraHoOB U CHCTEM, YTO MPUBOINUT K CMEPTHU GOJIb-
noro. [Ipumepno 50% neTeii IepBoro roja sKM3HU
¢ 60JIbIINM cOPOCOM KPOBU B MaJIbIil KPYT KPOBO-
obparenust 6e3 XUPYyPrudecKoil MOMOIIM yMUpa-
10T TIPY SIBJIEHUSIX CEPEYHON HEIOCTATOYHOCTH.
[ToaToMy OT cBOEBpEMEHHOCTH TTOCTAHOBKHU J[Har-
noza BIIC Bo MHOrOM 3aBUCUT pa3BuUTHE
U TSKECTh OCJIOKHEHWI, B TOM YHCJIe U HeOOpaTH-
MBIX CKJIepoTHdecKasd ¢a3a JIETOUHON THUIepTeH-
3un (JIT), a Takske ycnex Xupypruyeckoil Koppek-
uu [3,7-9,15].

Cunzpowm /layHa He siBJIsieTCsl TPOTUBOIIOKA3a-
HueM K omepatuBHoMy Jiedennio BIIC, tem ne
Mmenee y gereii ¢ C/I yacTo HabIIOAAI0TCS OCTIOMK-
HEHUs B TI0ocjIeonepaionHoM nepuoje. OcobeH-
nocteio gereir ¢ C/l u BIIC sasugerca Gosbiras
MPEIPACIIoNOKEHHOCTh K WH(MEKIIMOHHO-BOCTIA-
JINTEJIbHBIM 3a00JIEBAaHUSAM JIbIXaTEJbHBIX IIyTEH,
XOTSI TSIKECTb WX COCTOSIHUSA, TPeK/e BCero,
obycnosiiena sugom BIIC u nammunem JIT.

TakTtuka jseyenus: pe6énka ¢ CJI, y Koroporo
muarnoctuposan BIIC, ctpoutces ¢ ydyetom BuIa
MOPOKa, OCOOEHHOCTEH HapyIIeHWIl reMOAnHa-
MUKH, HAJINYUST JIETOUHON TUTIEPTEH3UH, CTEIIeHN
BBIPKEHHOCTH HEOOPATHMBIX M3MEHEHUI CcOCy-
JIOB MaJIOrO Kpyra KpOBOOOpAIEeHWs], KJIMHUYE-
CKOTO COCTOSTHMSI PeOEHKA M HAJM4YUsT COIMYT-
cTBytomux 3abosieBaHUil. PaHHSS AuMarHocTuka
BIIC no nosiByiennst Heobpatumoii JIT u iposese-
HUE XUPYPrUIecKoro JedeHus obecrieunBaoT 6a-
TONpUATHBIN pedyabTar [3,7,9,16].

CBoeBpeMeHHOe TIpOBeieHUE Tpe- W TOCT-
HaTambHOU amarHoctuku CJ/l momoraer ompene-
JIUTH TaKTUKY 2(DGhEKTUBHOTO BeleH s OOJIBHOTO,
B T. 4. OIEHUTh BO3MOKHOCTb 1 11€JIeCO00Pa3HOCTb
MPOBe/IEHUsT KapAMOXUPYPIUIECKON KOPPEKINH,
MpPEe0OCTAaBUTh POAUTENSAM JOCTOBEPHYIO WH-
(hopMaIio 0 MPOTHO3E KU3HK U Pa3BUTUST PeOeH-
Ka I TPUHATUS aJeKBAaTHOTO  peNleHUs
0 BO3MOKHOCTH €T0 BOCIIUTAHUS B CEMbe, a TaKKe
OTIPEJIEIUTh TeHETUYECKUI PUCK.

Knunuuecxoe mnabniodenue pebenka ¢ CJI
u BIIC, pojcdeniozo om mamepu ¢ MO3AUUHOLL
Gopmoit C/]

[Mammment Y. (puc.1) c¢ denorunmmyeckumm
npusnakamu CJ[ B Bo3pacrte 3,5 MecsileB MOCTY-
MIUJI B OT/IeJIEHNE CEP/IeYHON XUPYPTUU HOBOPOXK-
JIEHHBIX KapAMOIIEHTPa C jKajobaMu Ha OJIBIIIKY,
OTKa3 OT e/[bl, He3HAYUTENbHYIO IPUOABKY B Macce
Tesia. PebeHOK OT TpeTheil 6epeMEeHHOCTH, MEPBBIX
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N i . WP,
Pue.1. Tpo6ana ¢ cuHgpomom [ayHa (perynsipHas Tpucomus)

Puc.2. Matb v npobaHna ¢ cuHgpomom [layHa
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Pue.3. Kapnorpamma matepu npo6anga (G-metog; x1000)

CPOYHBIX, (PM3UOJOTHUeCKUX PoaoB. Macca Tesa
npu poxkaenuun — 3100 r, gmuHa Tesa — 55 cM.
Orenka mo mikajae Anrap 7—8 6amnos. B HeoHa-
TAJILHOM TIEpHojie Y peOeHKA OTMEUYaINCh 3aTsIK-
Has JKeJATyXa HOBOPOJKIEHHBIX, HEI0CTATOYHAs
npubaBKka B Macce TeJjia, MbIIIeYHast TMIIOTOHMS.
YpoBeHb THPEOTPOITHOTO TOPMOHA — B IIpejiesiax
HOPMBIL. B Teuenue niepBoro mecsia KU3HU TPY/I-
HOe BCKapMJIMBaHue, 3aTeM HCKYCCTBEHHOE.
B Bo3pacte oxHOrO Mecsia mpu MIaHOBOM OCMO-
Tpe AMarHOCTUPOBAH CUCTOJIMYECKHIT ITyM B 06J1a-
ctu cepaua. [Ipu nposenernu IxoKI-obcnenosa-
HUS TI0O MECTY JKHUTEJILCTBA BbISIBJIEHA [TUJIATAIUST
MOJIOCTU TPABOTO JKEJNYJ0YKa, CHUKEHUE €ero
cokpatumocTtu. I[locTaBieH mnpeaBapuUTENbHbBIN
nuario3 — «MuokapauTs. Haznaueno cummnroma-
Tndeckoe Jjeuyenure. Ha ¢one nmpoBogammoro seve-
HUS yJIy4IIEeHUs] COCTOSIHUST peOEHKa He oTMeva-
sgock. Ilpu moBropHoMm IxoKTI-o6ceienoBanuu
BbISIBJIEHBI BBIPAJKEHHAS JIMJIATAINS U CHUKEHUe
CUCTOJINYECKOI (DYHKIIMHM TIPABOTO JKETYI0UKa,
B CBsI3M C 4eM peOGEHOK OBLI HalpaBjieH
B HIIMII/IKK M3 Ykpaunsr.

OObEKTUBHO TIPH  [OCTYIJIEHUU:  0b1Iee
cocTosiHUe cpefHell cremenu TsKecTu. Macca
tena 4,3 kr, amuHa Tena 99,5 cm. IIpu ocmorpe
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pebeHka 0OHAPY KEHbI XapaKTepHble (peHoTHITnYe-
ckue npusHaku C/] (puc.1). KokHble MTOKPOBBI
6J1e/1HO-pO30BbIe, yrcThie. OJIbIIIKA CMENTaHHOTO
xapakrepa, /] 60, HCC 140, SaO2 na pyke 94%,
na nore Sa02 85%. B serkux: apixanue KECTKoOE,
xputos Het. [Ilyma B o6iactu cepana Het. [TeueHb
+2,5 ¢M OT Kpast IpaBoii pEGEPHOIT yTH MO MTPABOi
CPeIHEKIOUNYHON JTUHUH.

Pesyabrar kapuoruna: 47,XX,+21 (G-meton).
[TpobGanmy ycranosieH mauario3: <«CuHAPOM
[layna, perysisgpHasi TPUCOMUS».

PesysibraThl MHCTPYMEHTAJIBHBIX 00CJ/I€e/10Ba-
HUU TaIMeHTa:

e jannabie DKI: pUTM CUHYCOBBIN, PETYJISIPHBIH;
YCC 140; asrekTpryeckasi ocb cepiia OTKJIO-
HeHa BIpaBo; yroJ ambda +120°, IKI-npu-
3HAKU TUTIEPTPOMUN TTPABOTO JKETYI0UKA;

e nanable IJxo0-KI: 3HaumrtenpbHo yBenmdyeHa
MOJIOCTh TIPABOTO JKETYO0YKa, €r0 COKPATh-
MOCTb YMEPEHHO CHUXKeHa. JIeBbIil Kemyo-
yek: K/IU 27 mu/m?, @B 70%. Ha TK Boipa-
JKEHHBIH oOpaTHBI TOK. CHcToNMYecKoe
naBieHne B IpaBoM xkemynouke 100 MM pr. cT.
DyHKIIMOHUPYET OTKPBITHII apTepPUATbHbBII
npotok (OAII), mmameTp KOTOPOTO CO CTOPO-
HbI JIETOYHOU aprepun 4,6 MM, CO CTOPOHBI
aoptbl — 6 MM. COpOC Ha apTEPUATHLHOM TIPO-
TOKe TepekpécTHbil. OTKPBITOE OBaJbHOE
OKHO — sinaMetp 4,5 MM, cGpoc JIeBO-TIPABBIIi;

e J[aHHBIE PEHTTEH-XUPYPTUUECKOTO 0OCITIEN0-
BaHMS Ceplla U MaruCTPaJbHBIX COCYIOB:
OAII, nuametrp co CTOPOHBI aOpPTHI 6 MM,
CO CTOPOHBI JIETOYHOH aprepuun — 4 MM,
mumHa 12 mm. TIpu mpo6GHOM 3aKpBITUH apTe-
puajbHoro 1poroka Oasonom Tyshakl
INu-Med Ne7 cucremHoe maBjieHIE BHIPOCIIO
¢ 70/35 mm pr. cT. 10 80 /47 MM PT. CT, 1aBJIE-
HUe B JIETOYHOW apTepuu yMEHBIINIOCH
¢ 65/30 MM pT. cT. 10 65/19 MM pT. cT. Jlerou-
nas runieprensust 90%. Qp/Qs=2,55, unjekc
Byna 3,19 en/m’. Ilocne kuciaopomHoii
pobbl Qp/Qs BoIpociio 10 3,1, ungekc Byna
cumsuics po 1,74 en/m’. Kucnopomnas
npoba mostoskuTenbHast. Kannsuisipras hasa
Y/I0BJIETBOPUTEJIbHAS.

VccnenoBanue ObLIO BBITIOJIHEHO B COOTBET-
CTBUU C TpUHIUTAMU XeJdbCUHKCKOU /Jlexmapa-
. IIporokosn wuccaemnoBanus ObLT 0100peH
JlokampabiM aTHYeckuM komuteToM (JIJK) Bcex
yyacTByOIIMX yupexxjaeHnuil. Ha nposenenue
HCCIIeIOBaHUI OBLIO MOJyYeHO MHMDOPMUPOBAH-
HOE coTJiacue.

OTKpBITBIN apTepuaIbHBII TPOTOK OTHOCUTCS
K TIYHTOBBIM TIOPOKAM C TEPerpy3Koi JieBOTO
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Keamygpouka. OCHOBHBIMU TeMOJAMHAMWYECKUMU
(hakTopamm, KOTOpPBIE TTPU ITOM OKA3BIBAIOT BJINS-
HUe Ha TUII Ieperpy3Ku cepiia Ipu QyHKINOHU-
pyiolieM apTepuabHOM IIPOTOKE, SBJSIOTCS:
HarpasJieHUe U 0OBEM TITYHTa, JaBJIEHHE U COIIPO-
TUBJIEHUE B CUCTEMe JIETOYHOUW apTepuu, a TaKkKe
(byHKIIMOHATBHBIE pa3dMepbl TpoToKa. /[y pa3Bu-
TUS HAPYNIEHWIH TeMOJIMHAMUKA UMEIOT 3HAaYeHWe
pas3mMep IPOTOKA, YroJl €ro OTXO0XK/IAECHUS OT a0PThI
U pasHUIla JaBJIeHIil B GOJBIIOM U MAJIOM KPyrax
KpoBooOpamienusi. HampaBieHue ¥ BeJUYMHA
cOpoca B TAKMX CUTYaI[USAX 3aBUCST OT COOTHOIIIE-
HUST COTPOTUBJIEHWIT MAJOTO ¥ OOJIBIIOTO KpyTa
KpoBooOparienusi. JleBo-mpaBbiii c6poc KpoBu
yepes apTeprabHbI TPOTOK YBEJTMIHBAET 00bEM
KPOBH, IOCTYyHAIOIIeil B JieBble KaMepbl Cepilla,
U co3/iaeT ux 0ObeMHYIO meperpy3ky. Jlo Tex mop,
MOKa [IaBJIeHWe B JIETOYHOW apTepUU OCTAETCS
HOPMAJIbHBIM, TIEPETPY3KHU TIPABOTO JKeTy0UKa He
oTMevaeTcsd. JlmuTesbHas Teperpyska Majioro
Kpyra KpoBooOpartienust mpuBoauT K JIT, k rumep-
TpopuU TPABOTO >KeJyJ04YKa U IIPABOTO IIPe/l-
cepaus, CMeHe TIyHTa Ha IIPaBO-JIeBbIH,
apTepuajJbHON I'MIIOKCEMUHN, XPOHUYECKOMN 1TPaBo-
JKEJIYZIOYKOBOM MJIM TOTAJIbHOW Cep/IeYHON HeJlo0-
cratouHocTu. KnuHudyeckue mocenctBust QyHK-
nunonnposanug OAIl 3aBucsaAT oT BhIpaKEHHOCTH
JIEBO-ITPABOTO MIYHTUPOBAHUS KPOBH U CIIOCOOHO-
CTU opraHusMa pebGeHKa KOMIEHCHPOBATh Hapy-
neare reMoauHaMuKuA. OTKPBITBIN apTepuasb-
HBIIl TIPOTOK HEOOJIBINX Pa3MepoB (0 4 MM)
Majio BJIMsieT Ha PaboOTy CepAedHO-COCYAUCTON
cucteMbl. [Ipu GOJBIIOM [UAMETPE B JIETOYHYTO
apTepHIo TOCTYNMaeT MU3OBITOYHOE KOJHYECTBO
KpoBH, npusoasdniee Kk JII' u neperpyske JieBoro
JKeslyjouka M30BITOYHBIM — 0OBEMOM  KPOBH,
MOSIBIEHUTO IMJIATAIlUA U TUTIEPTPODUH JIEBOTO
xkenynouka. Co BpeMeHeM pasBUBAIOTCST HeoOpa-
THUMbIe U3MEHEHUS B JIEFOYHBIX cOocy/1ax (CUHIPOM
JilsenMeHnrepa) U cepjeyHasi HeOCTaTOYHOCTD.
ITpu 5TOM 0COOEHHOCTBHIO KIMHUYECKOTO TEYEHST
IIOPOKOB Cep/iIa ¢ 06OTalEéHHBIM JIETOUHBIM KPO-
BoTOKOM Y sieteit ¢ CJI siBisteTcst 6ostee paHHee 1
ObICTPOE pas3BUTHE HEOOPATHMBIX CKJIEPOTHYE-
CKUX U3MEHEHUIT COCY/IOB MAJIOTO KpyTa KPOBOOO-
pamenus [3,11,15].

AHanmusupysi BO3MOXKHBIE IIyTU OKa3aHUs
MEIUIUHCKON  MOMOIIM JaHHOMY pebOeHKy,
HEOOXOIMMO OTMETUTH cJiefytoriee. Pe3yabTaTni
IxoKI, nosutuBHasE KuUCJIOpPOAHAs Mpoba mpu
30HMPOBAHIHN, HATTUYKE Y PebeHKa reMoInHAMU-
yeckn 3HauuMoro OAII ¢ Bwicokoit JIT" aBstores
abCOMIIOTHBIM TIOKa3aHUM K XUPYPTUYECKOMY
Jledennio. beina Bemosinena mepessizka OAIL
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B ornenenun peannmarun peGeHOK HAXOINIICST
B TeueHue 14 nueil. IKcrybarms MpoBeleHAa Ha
TPETBU CYTKM Tocjie orepanuu. limrenbHoe mipe-
ObIBaHUeE B OT/IEJIEHII peaHUMAIK ObLIO 00YCIIOB-
JIEHO SIBJIEHUSIMU JIBIXaTeJIbHOM HEOCTATOYHOCTH.
B pamneMm mocsieonepaiiiOHHOM TIEPUO/ie OTMEYa-
sack ocratouyHast JIT, cucrosmmyeckoe naBieHue B
mpaBoM kemysouke 80 MM PT. CT., B CBI3U C 4eM
ObL1 HazHavyeH cuiieHadus 1 Mr/Kr 3 pasa B CyTKH.
Ha ¢one npuéma mpemapara no ganabiM IXoKI
OTMEUYEHO CHVKEHUE CHUCTOJUYECKOTO JIaBJICHUS
B MPaBOM KeJIyJI0uKe 10 45 MM pT. cT. PebEHOK
BBITICAH B Y/IOBJIETBOPUTETHHOM COCTOSTHUM.

Knunuueckoe nabmooenue mamepu ¢ C/[ u xop-
puzuposarnvim BIIC

Marepu npobanga (puc. 2) — 33 roza, oriry —
35 Jser; obpasoBaHue 0OOMX HEMOJHOE CPEeIHEE,
He pabotaior. B 6pake coctosT okoio 6 sier. B Bo3-
pacre 14 et matepu peGénka (2002 1., r. 3aro-
POKbe) TIpOBeZieHA PaJUKaJbHAS KOPPEKIUS
HEIOJIHON aTPUOBEHTPUKYJISPHON KOMMYHUKA-
1uu. Meauko-TeHeThYecKoe KOHCYJIbTUPOBAHME
u obGcienoBanue Matepu peGEHKa [0 MECTY
KUTETHCTBA HE TTPOBOIUIHCH.

Martp pebeHka mmena Tpu OepeMEeHHOCTH:
I 6epemennocTs — npepbiBanue Ha 20 Hezese O
MEIUIINHCKUM TTOKa3aHWUSIM B CBSI3UM C HAJINYHEM
MHO’KECTBEHHbIX MOPOKOB pas3BuTHs miozaa; 11 —
CaMOTIPOU3BOJIBHBIN abopT B Ccpoke 9 Hejeb;
III 6epemenHocth — poabl I, cpounble, pusnoo-
rimueckne Ha 38 Henene. Ponumace neBouka ¢ C/I.

Brnepsbie MaTh ¢ peGEHKOM IPOKOHCYJIb-
tupoBanbl remetmkom B CMIL HIACJI
«OXMAT/ET» ro nanpajieHHI0 Bpada-Kap/iuo-
Jiora KapauoreHTpa. B pesyibrate o0cie10BaHUs
BBISIBJIEHO, 4TO MaTh peberka ¢ CJ] nmeer KiamHm-
YecKue TPOSIBICHUS CHHAPOMA: TIJIOCKOE JHIIO,
MOHTOJIOUIHBIN pa3pe3 TJia3, YeTbIpexnasblieBast
JAJIOHHAsT CKajika, OpaxujaKkTuivs, CyOHAHU3M,
CHW)KEeHUEe MHTEJIJIEKTa JIETKON CTENeHH!.

Kapuorun marepu pe6énka ¢ CJI (puc.3):
mos 47,XX,+21[3]/46,XX[27] (10% xseTok —
KEHCKUN KapuoOTHI € TPUCOMHEH XPOMOCOMBI
21 u 90% xIeTok — HOPMaJbHBIA KEHCKUI
KapuoTHUIl), KOTOPBI OB MOATBEPIKIEH
FISH-meromom. Takum o6pas3oMm, ycTaHOBJIEH
nuaruo3 marepu npobanmga: «Cunapom /laywa,
MozanuHast hopmas.

HecmoTtps wa To, uto y xeumma ¢ C/I perpo-
NYKTUBHAsT (DYHKIUS CHIJKEHa, CIIOCOOHOCTD
K ZIETOPOSKJEHUIO y HUX octaetcs. [Ipum peryssip-
HOM MEHCTDPYaJIbHOM IIMKJIe BOBMOKHOCTb 3a4aTh
peGeHKa IpUMEpHO B 2—3 pasa HIIKe, YeM Y 3710-
poBoOii keHIMUHBL [lo OIleHKaM CHenuagIncToB,
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npumepHo 50% skenmun ¢ CJ/ sBastiorest dep-
TUJIBHBIMU, HO TpPHW 9TOM HabJromaercst 6osee
BBICOKUI yPOBEHb OECILIONUS 110 CPABHEHHIO CO
3popoBbiMu Jinitamu [10,14], uTo 6bLIO TPOAEMOH-
CTPUPOBAHO B JIAHHOI pabore.

AHanmM3upyst OMMCAHHBINA CIydal, MOKHO CJie-
JIaTh CJIe/IyTOl1e BBIBOIBL:

— HeoOXOIUMO TIPOBeJeHe PAHHETO KOM-
IJIEKCHOTO KapANOJIOTHIECKOTO 06CaeI0BAHMS
n IxoKT Bcex nereit ¢ C/[ B panHeM mocTHATab-
HOM 1iepuozie (710 3 Mec.);

— netn ¢ CJ/l u nmopokamu cep/ia JOJKHBI
OBITH KOHCYJIBTUPOBAHBI KAPANOJOTOM JIJIsI OTIpe-
niesieHust He0OXOIMMOCTH U CPOKOB OITEPATUBHOTO
JIeYeHUST;

JUTEPATYPA

— panHgg xupyprudeckas koppekius BIIC
y marenToB ¢ CJ] nmeer OIaronpusTHBINA TPOT-
HO3 B Pa3BUTHM 3a00JI€BaHNST;

— JIETSM ¢ HasimuneM uin ojjo3pennrieM Ha CJJ
HEOOXOAUMO IIPOBEJeHNEe MeIUKO-TeHETUYECKOTO
KOHCYJIbTUPOBAHUS C TIOCJEAYIONINM ITUTOTeHETH -
4eCKUM 00CTIe/IOBAaHUEM;

— netu ¢ CJI HyxmaooTcsd B AUCTAaHCEPHOM
HaOJIIOJIEHUHN € YIeTOM MYJIbTHIUCIUIIIMHAPHOTO
MO/IX0/1a B JIEYEHUH;

— HeoOXOJMMO YYUTBIBATh, YTO Yy JKEHIUH
¢ C/I coxpansiercs pepTUIbHOCTD, M PUCK POKJie-
Hust peberka ¢ C/I ocTaeTcst BBICOKUM.
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