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THE MODERN IDEA OF CORNELIA DE LANGE
SYNDROME IN PEDIATRICS

T. 1. Shevtsova

Development of Medicine has shown the vital
need to combine fundamental and applied know-
ledge for further effective development of diagnostics,
treatment and prevention of hereditary diseases.
The lecture presents current views on the Corne-
lia de Lange syndrome, issues of etiology, clinical
manifestations, pre- and postnatal diagnostics of the
syndrome, questions, treatment and prevention. Is a
clinical case of Cornelia de Lange syndrome in the
newborn child.

Keywords: congenital disorders, developmental
abnormalities, mental retardation.

Cungpom Kopuenun pe Jlanre (cMuHOHUM —
aMcTepfiaMcKas KapnukoBocTh), MKX-10 Q87.1 —
BpOXJeHHOe 3aboneBaHMe, NMPOABIAIOIIEeCH
YMCTBEHHOJ OTCTa/IOCTbIO ¥ MHO>KECTBEHHbIMM aHO-
Ma/IMAMY Pa3BUTHAL.

BriepBbie cydait Takoro 3a6oneBaHMs ONMCAH
B 1916 r. HemenikuM BpayoM W. Brachmann y 19-net-
HETO IOHOIIN, KOTOPbIii 00paTi/I 0CHOBHOE BHUMaHMe
Ha AaHOMa/IMM KOHEYHOCTeEN!; T03/IHee — rO/UIaH/ICKIM
nepuarpom Cornelia de Lange B 1933 1., koTopas onm-
cajia CMHJIPOM Ha OCHOBE aHA/IN3a [IBYX C/Ty4aeB 3a00-
JIeBaHNA y leBoYeK 6 1 17 Mecs1eB >xusum [2, 4] .

Bcerpeuaercs ¢ wacrtoroit 1:10 000 — 1:100 000
HOBOPOJX/IEHHBIX. YMCIO ManbYMKOB U JeBOYEK
cpeniu 6ONIBHBIX IPMMEPHO OfIMHAKOBOE. B HacTosAIIee
BpeMsi B Mupe HacuuTbiBaeTcs 6omee 400 60/1bHbBIX
C TaKUM [IMAaTHO30M, B YKpanHe — oxoso 20 gereii.
3aboneBaHMe BCTpevaeTcsA HAa BCeX KOHTMHEHTAX
(5, 8].

9tuonorusa cuHgpoma Kopuenuu pme Jlanre
(CKnJl) siBnserca auckyTabenbHOI, GOMBIINH-
CTBO C/ly4YaeB ABIAKTCA CHOPagU4YeCKUMU,
Bo3HMKIINMHU de novo. CMHIpOM AB/IAETCA TeHe-
TUYECK!U TeTepOoreHHbIM. [eH, OTBeTCTBEHHBIN 3a

CKpJlI — NIPBL, 6611 o6HapyxeH B 2004 1. coB-
MECTHO C uccnefioBaTenaMu u3 JleTckoit 60m1bHNUIbI
Punapenvdun (CIIA) n us yuusepcurera Hpio-
kacna (Benmuko6bpuranus). B 2006 r. BTopoit reH —
SMC1A — 6bin HalijileH NTATbAHCKMMU YYEHBIMMU.
Tpernit ren — SMC3 — ortkpsiT B 2007 I. uccneno-
BarenbcKoil rpynmnoit B @unagensdun. IIpumepno
80 % cnydaeB 0Oyc/nOB/IeHbl MYTallMAMU B TeHe
NIPBL, oxono 5 % cnyyaeB — MyTalluAMMU B TeHe
SMCI1A, kopupymoieM cy6beguHuiy 6e1koBoro
KOMIIJIeKca Kore3yuHa. Pexxe onpepenserca MyTanus
B reHe SMC3, KOTOpBINT TaK)Ke KOAUPYyeT OfHY U3
cyObeIMHNI] Kore3anHa. MyTarym B OC/IEAHUX ABYX
reHax KOppenmupyloT ¢ MATKoii popmoit curgpoma [9].
Y nopasnsiomniero 60/1bIMNHCTBA 6OTBHBIX KAPHMOTUIT
HOPMa/IbHbI, OJHAKO B psAJe CIyyaes IpYU IUTOTe-
HETUYECKOM MCCIelOBaHNN 0OHAPYKEeHbI €ro aHo-
MaJIny, U3 KOTOPBIX Hanbojee YacThIMU ABJIAIOTCS
YaCTMYHAA TPUCOMMA JUINHHBIX IIedYell XpOMOCOM
1 u 3, xpomocoma 9 B Bujie KObIia.

He sicHO, M3MeHeHMA XPOMOCOM ABJIAIOTCA Iep-
BUYHBIMY WM BTOpUYHbIMU. CHHIPOM MOXXeT ObITh
pes3y/nbTaTOM CIOHTAaHHOM MyTauuu. Vmeroorcs yka-
3aHMA Ha 3HaYeHMe B BO3HMKHOBEHUM aHOMAJINIA
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POZICTBEHHBIX OpakoB 1 MHPEKIMOHHBIX 3a60/1eBa-
HUIT MaTepy BO BpeMs 6epeMeHHOCTH, BBI3bIBAIOIINX
XPOMOCOMHBIe abepparyiy BO BpeMs Jie/ieHUs KIIeTOK
[2,7]

Knuunueckne npossnennsie CKpgJl obnapysxu-
BAIOT cpasy mocne poxpaeHusa pebenka. Ogun us
OCHOBHBIX €ro IPM3HAKOB — pe3Kas IpeHaTasb-
Has TMIIOIUIA3MA: CPeHAA Macca 6ObHBIX HOBOPO-
JKJIEHHBIX COCTaB/IAeT 2/3 OT MacChl 3[I0POBbIX JIeTell,
POAMBILINXCA IPU TAaKOM K€ CPOKe GepeMeHHOCTH.
B manpHejimem oTMevyaeTcsA MOCTHATATbHOE OTCTA-
BaHNe B Macce U pocTe.

K yepenHo-nuieBbIM AU3MOpUAM OTHOCATCA:
Mukpobpaxunedanus (93 %), HU3KO PaCIONOKeH-
Hble lepOpMUPOBAHHbIE YIIHbIE PAaKOBUHBI (58 %),
cundopus (cpocimecs 6posn) (99 %), ueTkne 6poBu,
ANUHHBIE 3arHYThIe pecHuusl (100 %), 3anaBuas
HepeHOCHIIa, MaJIEeHbKIIT HOC C OTKPBITBIMU BIIEpes
Ho3apamu (100 %), arpe3us XOaH, [UIMHHBINA BBICTY-
naomuit GuabTp (paccTosHNe OT HIDKHEN HOCOBOII
TOYKM IO KPACHOI KaiiMbl BepXHeil Ty6bl), MUKPO-
reHus (HegOpasBUTAs HIDKHAA 4emocTb — 97 %),
TOHKasl BepXHssA ryba, poT B BUJie IIOTyMeCAILIa, BHICO-
Koe apKoBuiHOe He60 (50 %), mosgHee nMpopesbiBa-
Hyte 3y60B, 60/IblINe IPOMEXYTKM MEXAY 3ybamu,
MHOTIZIa — paciienuHa He6a. OnucaHbl aHOMaINM I71a3
— 6IM30PYKOCTD, HEJIOPA3BUTUE POTOBUIIBI, ACTUT-
MaTu3M, arpodus Wi Konoboma 3puTebHOTO HepBa,
Kocornasue, nTo3. K xapakTepHbIM NOpOKaM KOHe4-
HOCTell OTHOCATCA aKpPOMUKpPUsA (MaZleHbKUe KICTH
u crombl: 69-95 %), OrpaHMYeHNe MOABVXKHOCTHU
JIOKTEBBIX CYCTaBOB, (poKkoMenusA (OTCyTCTBUE VN
3HauYNMTeNIbHOE HellopasBuTie KoOHeyHocTeln — 30 %),
onmurofakTunA (yMeHblIeHMe KOMNYeCTBa IajblieB
Ha pyKax M/VMIy HOTAX), KIMHOJAKTI/INA MU3MHIIEB
(nckpuBneHne KoHeyHON (anmanru BHyTph — 69 %),
OrpaHMYeHNe MOJBVKHOCTY JIOKTEBBIX CYCTaBOB
(84 %), pexxe HeOpa3BUTHIE Ty4eBOI KOCTU, KOPOT-
KIie IIepBble MeTaKapnaabHble KocTn [1, 4].

YacThIM NPU3HAKOM ABJIAETCSA MOBBIIIEHHOE
oBonoceHne (Ha cnmHe, 10y M APYIUX y4acTKax),
MpaMOpHas KO)Ka, TMIIOIIa3MusA COCKOB, KPAaCHOTa
KOHYMKA HOCA M I[MaHO3 HOCOTyOHOIT 0bmacTi, ca-
ObIiT BBICOKMII TON10C, cyfoporu. HoBopoyieHHbIe
¢ CKpJI ManomnojBIOKHbBL, PeKO Kpy4aT 1 HallOMMI-
HAIOT JIeTell C TUIIOTHPEO3OM.

HeBponornyeckas CMMITOMaTHKa BK/IOYaeT
MBIILIEYHYI0 TUIOTOHNIO (MHOT/IA TUIIEPTOHYC MBIIII]
HIDKHUX KOHEYHOCTeT), 0)KMBJIEHUE CYXOXKMTbHBIX
pedriekcoB, y MHOTMX GO/TbHBIX IIEPUOAMYECKI BO3-
HUKawT cygoporu. IIpu maronoroanarommyeckom
VICCTIeIOBAaHNM OOHAPY)XMBAIOT paslInyHbIe HApY-
IIeHUsA Pa3BUTHUA TOJTOBHOTO MO3Ta: JUCIIA3UIO
V3BWJIMH TIOyIIapuii 60bIIOr0 MO3Ta, TUITON/IA-
3MI0 BepPXHell BUCOYHON M3BU/IMHBI, allJIa3uI0 VTN
TUIION/IA3MI0 MO3O/VCTOTO TeJIa, PacIIpeHme XKemy-
JIOYKOBOJII CUCTEMBI, pa3Mepbl MO3Ta YaCTO YMeHb-
meHbl. [1py rucTonornyecknx MccnefoBaHMAX 4acTo
BBIAB/IAIOT TOPM3OHTA/IbHYIO NCYEPUEHHOCTD K/IETOK

IT crtost KopbI monymapuit 60/IbIIOro MO3Ta U AMCTO-
NMIO0 HeIPOHOB Mo3)euKa. IIpu maTonoroanaromn-
4eCKOM MCC/IelOBAaHNN OOHApPYXMBAKIOT aTpoduio
KOPbI TOJIOBHOTO MO3Ta, 3aII03/1a/1yl0 MUETNHM3A-
LIM10, JIeTeHepalLIo MIe/IIHa Ha YPOBHE 1IeHTPab-
HBIX HEJIPOHOB.

/3 TOpOKOB BHYTPEHHUX OPraHOB OTMEYEeHbI
B IIOJIOBMHE C/1y4aeB BPOXK/IEHHbIE IIOPOKU CepAlia
(medexThl MEXIpeRcepaHOI VTN MeXIKeTyL0IKO-
BOJ1 I1eperopoiokK, U30NMPOBAHHbIE NN B COYETA-
HMY C TOPOKAMM KPYITHBIX COCYZIOB WJIM K/IallaHOB
ceppna). XapakTepHbI IOPOKM PasBUTHS KeTYJOYHO-
KUIIEYHOTO TPaKTa: B OCHOBHOM HapylIeHNsA IOBO-
poTa KuieyHuKa (IoBYDKHAsA cienas KUIIKa, o01mas
OpbDKeliKa TOHKOI 1 TONCTON Kuiiku). [Topokn pas-
BUTHUSA MOYEBOII CCTEMbI HaXOAAT NpuMepHO y 50 %
norn6mmx 601bHBIX; HanboIee YacTO BBIABIAIOT
ConMuTapHble KUCTBI WM KUCTO3HYIO AVCIIIA3UIO
MOoYeK, B OT/[e/IbHBIX CIyYagX — MOJKOBOOOpas-
HYIO TIOYKY U I'UpoHedpo3. XapaKTepHbI ITaXOBbIe
u anadparmManbHble TPBDKY, KPUITOPXMU3M, I'MIIO-
T/Ta3ys Hapy>KHbIX II0/IOBBIX OPIaHOB. Y HEKOTOPBIX
60/1bHBIX OBI/Ia BBIAB/IEHA TUIION/IA3UsA BUIOYKOBOI
KeTie3bl, HaINIOYEeYHKOB.

TunuyHel penuauBUpYyOLIME pecIpaTOpHbIe
nHdexym. Y 60nbmHCTBA 60/IbHBIX BbIAB/IEHA HEll-
POCEHCOPHAsI TYTOYXOCTb.

BpisensioT gBa BapMaHTa CMHApOMA: MepPBHIil
(kmaccuyecknit) ¢ BpIpaKeHHOI NMpeHaTaNbHOM
TUIIOTIIa3MeN, 3HAYUTETbHON 3ajiep)KKoit pusnye-
CKOTO M MHTE/UIEKTYa/IbHOTO PasBUTHA, IPyObIMHI
NIOPOKaMI Pa3BUTHA; BTOPOI — € aHAJIOTMYHBIMU
NINIIEBBIMM M MAJIBIMM CKeJIETHBIMM aHOMAINAMM, HO
C IIOTPaHNYHOI 3a/J€PXKKOI IICUXOMOTOPHOIO pa3By-
TS M OTCYTCTBMEM IPYObIX HIOPOKOB PasBUTHA.

YMcTBEeHHas OTCTANOCTh ONpefenseTcsa mpa-
KTudecku y Bcex 6ompHbIx ¢ CKpJl: B 80 % ciyyaen
yCTaHABIMBAIT MMOEIUIBHOCTD UIU TTYOOKYIO
ne6unbHOCTh. OfHAKO ONVCaHbI ¥ 6O/IbHBIE C HEPEe3KO
BBIPA)KEHHBIM MHTEIEKTYaNbHbIM JedeKToM
(IQ = 73-75). HexoTopble 13 HUX IOABEP)KEHBI CY/I0-
POYKHBIM IIpUIAJKaM, HapyIleHUAM nosezeHnsa. Ouu
MOTYT COBEpIIaTh OHOOOpa3HbIe CTEePEOTUITHBIE
IBYDKEHMS, CIIOCOOHBI K camoarpeccun [1, 2].

JIMarHos nmocTHaTaabHO yCTaHAB/IMBAIOT HA OCHO-
BAHMM XapaKTepHOTO (eHOTHUIIA, a IPU JOCTYITHO-
cTi 1abopaTOPHO-TEXHNYECKON 6a3bl JOIOTHAIOT
LIUTOT€HEeTUYECKO, MONEKYIAPHO-TeHeTUYeCKO
auarHocTukoii. Hambonee nocTosHHBIMYU NpU3Ha-
KaMU ABNAITCA MUKpoOpaxuiedanus, cuHoppus,
0COOEHHOCTHU CTPOEHMS HOCA M YBE/IMYEHHOE pac-
CTOsIHME MEX/y er0 OCHOBaHNeM ¥ BepXHeii ry6oit,
MUKpPOMeNs, TMIePTPUX03, OTCTaBaHue B Gpusn-
4eCKOM 1M HepPBHO-IICUXMYecKoM pazputun. Ob6sa3a-
TEIbHO UCC/IeIOBaHNe Y HOBOPOXKEHHOTO pebeHka
KapMOTHUIIA C UCIIO/Ib30BaHMEM COBPEMEHHbIX MeTO-
JOB IUTOT€HETUYECKOTO aHA/IN3A.

OTKpPBITBIM OCTaeTCA BOIPOC IpeHATaTIbHOI
AMArHOCTUKM AaHHOIT matonornu. Ocobyio BaXKHOCTD
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uMeeT IpeHaTanbHblii CKpyHuHT B I 1 II TpumecTpax.
CKpUHMHT MOXeT OBITh Y/IbTPa3BYKOBbIM (BBIAB/IAET
BO3MO)KHbI€ QHOMAJINN IIJIOfA C IIOMOIbIO yIbTpa-
3ByKoBoro uccnegopanus (Y31) ¢ ucnonb3oBanuem
o6pemMHOI axorpadun); 6noxummdecknm (uccueno-
BaHJe MapKepoB KPOBM); 1 KOMOMHUPOBAHHBIM —
COCTOUT W3 YIbTPAa3ByKOBOTO ¥ 6MOXMMUYECKOTO
obcenoBaHms.

Haubornee TouHble pe3ynbTaThl B OLleHKe PUCKa
feeKTOB pasBUTHUSA IVIOAA AT IPUMEHEHe KOM-
6uHan My 6MOXMMUYECKUX U Y3-uccnegoBaHmMit.
B cpepneM TOYHOCTD HeTEKIIMM XPOMOCOMHBIX
aHoManum gocruraer 70 % npu npoBeeHun Tpoii-
HOro 6moxmmmdeckoro recta u ¥Y3W, a npu npu-
meHenun Y3V, TpoiiHoro tecta n ypoBHsa PAPP-A
(Pregnancy-associated Plasma Protein-A) TouHOCTD
nosbiaercA 10 80 %. PAPP-A nmasmel B opogoBoM
koutpone I n Havana II rpumecTpa 6epeMeHHOCTH
(11-14 Hepenu) ABNATCA MAPKEPOM PUCKA PA3BUTHA
cunHapoma [layHa u Jpyrux XpOMOCOMHbIX aHOMaJINIA
nnopia. Ilpn 6epeMeHHOCTHN IIOJIOM C CHHIPOMOM
Kopuenun fie Jlanre B CbIBOPOTKE MaTepy ¥ TKaHAX
I/IalleHThl He 0OHAPY)KMBAIOT I/IAlleHTAPHBIIT 6e10K
PAPP-A nnu ypoBeHb ero B KpoBu B cpoke 20-35
Hefle/nb 6epeMeHHOCTH 3HAYUTE/IbHO HIDKE HOPMBI,
4TO MOJKET UMeThb 3HaYeHNe J/IA IIpeHaTabHO Juar-
HocTuku [3].

B HeKOTOPBIX cny4yasX HEBO3MOXKHO [aTh IIpa-
BUJIbHBINI IPOrHO3, OCHOBBIBAACh TONIBKO JUIID
Ha JJAHHBIX OMOXMMIYECKUX UCCIeOBAHUIT KPOBU
u Y3J1. CBsA3aHO 3TO C TeM, YTO HU OAMH U3 6uoxu-
MIYECKNX ITOKa3aTeslell, UCIO0/Ib3yeMbIX B HAaCTOsAIIIee
BpeMs, He ABAETCA CTPOTro CreluUYHbIM B OTHO-
IIeHMM TOJ MM NHOI aHoMauu. EcTh Taxke HeMasio
cmydaeB, Korjia JanHble Y3V He BbIABNAIOT HUKAKUX
OTK/IOHEHUH, a 6MOXNMMUYeCcKue MapKepbl CUTHA/IM-
3UPYIOT O HapylmeHuaX. B cmyvae Taknx comHeHMIi
U1 TOYHOTO IMAarHO3a HY>KHO Jle/laTh aMHIOLIEHTES,
6moTICHI0 BOPCUMH XOPMOHA MM npuberaTh K pyrum
MeTOJ/laM MHBA3MBHO IIPEHATA/IbHON JUAaTHOCTUKI.
B pesynbpTaTe MHBa3MBHBIX METOAMK MOXXHO IIPO-
BECTU XPOMOCOMHDBIN aHA/IN3 KIeTOK IUIOfja U [aTh
JICYEPIIbIBAOINIT OTBET OTHOCUTEIbHO HA/IMYMA NN
OTCYTCTBUA OTK/IOHEHWIA.

Crnernduueckoro nevennsa CKpJl ne cymecryer.
IIpuMeHAI0T HOOTPOITHbIE CPECTBA, aHAbOMMYecKIe
rOPMOHBI, BUTaMMHbI. ITo MokasaHMAM NMpPOBOJAT
IIPOTUBOCYNOPOXKHYIO M CEJATUBHYIO TePAINIO.

ITporHo3 ais XU3HU HeOIaronpuATHbINA, 60/b-
IIMHCTBO OO/IbHBIX MTOrM6A0T B paHHEM JIeTCTBE.

ITpodunakTuka 3akn0yaeTcsa B MEAMKO-TeHe-
TUYECKOM KOHCYIbTUPOBAHUM CeMel, B KOTOPBIX
MMeITCA 60/MbHbIe. DMIMPUYECKNIT PUCK IIOBTOP-
Horo poxjennus pebenka ¢ CKpJ/l B cnopagmyecknx
CTy4YasX IpyU OTCYTCTBUY XPOMOCOMHBIX abepparinit
y ponuteneit coctasnseT 2 %. B cemeiiHbIX cTydasnx,
MCXO/J[1 M3 TUIOTE3bl ayTOCOMHO-PEIeCCMBHOTO
HacC/Ie[OBaHUA CMHPOMA, BEPOATHOCTD POXK/EHNS
6onpHOTO pebenka cocrassier 25 % [6, 10].

[TpuBoauM B KadecTBe KIMHNUYECKOTO IIpuMepa
ciydait poxxzienns gesoukn I1. B KueBckom ropop-
ckoM pozzome B 2014 r. Macca npu poxxennn 2 400,
JnuHa 44 cM, OKPY>KHOCTD To/1oBbI 34 cM, rpyan —
33 cM, orjeHKa 1o mkane Anrap 6-7 6amnos. Matepu
20 meT, HaCIeICTBEHHOCTb He OTATrolleHa. AHTe-
HaTa/IbHBIN aHaMHe3: oT | GepemeHHOCTH, O1O-
xumunyecknit ckpuauHer u Y3U B I tpumectpe 6e3
ocobennocreit, Ha Y3 B 19 Henenb 6epeMeHHOCTI/1
BBIABJIEHO IM3MOPU3M IUIOJIA: HEIPOIIOPIIMOHAIb-
Hble pa3Mepbl KOHEYHOCTell, aHOMa/ MM 11ajIb1[€BOTO
pAfa, BpOXK/IEHHDIN MIOPOK cepAilia. bein nposenen
aMHIOILIEHTEe3 ¥ OIpeJie/ieH KapMOTUIl IIoja —
46 XX, maTonoruyu XpoMocoM He BbIABIEHO. bepe-
MEHHOCTb IIpOTeKasa Ha OoHe aHeMMH, TIal[eHTap-
Holt HepocTaTouHocTu. C 33 Hezenb GepeMeHHOCTN
Hab/mo1aeTcs 3a/iep)Kka BHYTpUyTPOOHOTO pasBu-
T mopa. Poppl I, maronornyeckne, myrem Kecapepa
cedeHus Ha ¢poHe aucTpecca mwiopa. CocrosiHMe HOCTe
POXKIEHUS CpefiHell CTeNeHN TAXKEeCTH 3a CYET MOp-
($bodyHKIINOHATBHOI HE3PeNOCTU, CUHIPOMA yTHe-
TEeHUs HePBHOII cucteMbl. [Tocie poxxaenus pebeHok
HAXOAWICA B OT/[€/IeHUN UHTEHCUBHOI Tepanun poy-
JOMa C 11e/1bI0 06C/IeJOBAaHNSA M TePATINNL.

Huarnos CKpJl ycTraHOBIIEH cpasy 1ocie poxe-
HMSI HAa OCHOBAHMMU XapaKTepHOTO QeHOoTHIA:
Mukpobpaxuiedanus; TOHKe cpocuinecsi 6poBu;
JJIMHHBIE 3aTHYThbIe PeCHUIIBI; 1e(pOpMUPOBAHHbIE
yLIHbIe PAKOBMHBI; MaJIeHbKMII HOC, OTKPBIThIE BIIe-
pel HO3JpM, TOHKasg BepXHAA ryba; MUKpOTeHN;
BBICOKOE He00; Ma/leHbKMe KMCTU U CTOIIbI, Hefl0-
pasBUTHE IPOKCHMAa/IbHBIX OT/[€IOB KOHEUHOCTEI],
aHOMa/IMM IaJIbIIEBOTO psfia (YKOpOUeHMe IasIblieB,
K/IMHOZIAKTU/TMA MU3MHIIA); MPaMOpPHas KOKa; TUIIO-
N71a3us COCKOB; YBEIMUYEHHOE PACCTOAHME MEX]Y
OCHOBaHMeM HOCa M BepxHeii ry6oit. OTmevaeTcs
TUNEePTPUX03, BOTOCHI HAa TONOBE TyCThble, TMHNUA
pocTa Bonoc Ha 16y pacronoykeHa HU3Ko, KOpoTKas
mwes (puc. 1).

Puc. 1. Buewnue nposienenust cunopoma Koprenuu oe Jlanze
y 0esouxu I1.: 2ycmole 80710CbL HA 207108€, HUZKO PACNOTIONEHHAS
JIUHUSL POCMA 80710C Ha 716Y, 2ycmble cpocuiuecst 6posu, Kopomxuii
HOC C BbL8EPHYMbIMU BrEped HO3OPAMU, YBenu1eHHOoe PaccmosHue
Meddy OCHOBAHUEM HOCA U BepXHeli 2y601l, MOHKAS 6ePXHSS
2y6a, HU3KO PACNONONEHHbIE YUiHble PAKOBUNDL, KOPOMKAS Ulesl,
ceubamenvHole KOHMPAKMYPol I0OKMEBLLX CYCMAB08, MATCHLKAS
KUCMb, YKOpOUeHHble NANblbl
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HAYKOBI OTJIAIN TA KJITHIYHI JIEKIIIT

T. I. lllesuosa

ITpoBenenHnble maboparopHble aHaMN3bI (0O
aHa/IM3 KpOBU, MOYM, OuoXuMudeckue, 6akTepuosno-
rudecKne ucciefopannsa) — 6es nmaronornn. Heitpo-
conorpadus: fuddysHbIil OTEK FOJIOBHOTO MO3Ia,
HEYeTKOCTb CTPYKTYp FOJIOBHOTO MO3ra. 9XoKap-
puorpadusi: MUPOKUIT OTKPBITHI apTepuanbHbI
IPOTOK, HIMPOKOE OTKPBITOE OBAJIbHOE OKHO, IBYXCT-
BOPYATbIil AOpTa/IbHbIN K/IallaH, AMCIUIa3Ns KIalaHa
JIETOYHOJ apTepu, IeTOYHas TUNepPTeH31s HOBOPO-
XJIeHHBIX. Y3V opraHoB OPIOLIHOII MONTOCTHU: TUIIO-
I/Ia3¥sl IPABOIi TOYKH.

Koncynpruposan Hesponorom: CKnJl, cungpom
YTHETEeHMS IIeHTPaNbHON HEPBHONM CUCTEMBbI; OKY-
JIMCTOM: HEYETKOCTh KOHTYPOB JIMCKa 3pUTETbHOTO
HepBa; BpayoM-reHetukoM: CKnJl, pekomengosano
IMTOTreHeTIYecKoe obceioBanme pebeHKa 1 MeMKO-
reHeTU4YeCKoe KOHCY/IbTHpoBaHue ceMbi. CocTosiHuE
pebenka B quHamuke crabunbHoe. IlepeBenen Ha
10 cyT >KM3HM B OT/j€TIeH}e ITATO/IOI MY HOBOPOXK/IE€H-
HBIX JIeTCKOI OOIbHUIIBI /I Aa/IbHeIIero Habmo-
feHus n 06CneoBaHNA B JUHAMUKE C AMATHO30M:
CKpJI mo MKB-10 Q87.1. BpoxxeHHBIIT IIOPOK cep-
Alja — MMPOKNUIT OTKPBITIN apTepUaIbHbIN IPOTOK,
HIMPOKOe OTKPbITOE OBa/JIbHOE OKHO, IBYXCTBOP-
YaTblil AOpTa/NbHbI K/IallaH, JUCIIA3UA KIallaHa

Nero4yHoit aprepun. J/lerouHas runepTeH3nsA HOBO-
POX/IeHHbIX. [Unonmasusa npasoii No4yku. 3agepikka
BHYTPUYTPOOHOTO pOCTa M Pa3BUTHA IO TUIIOIIIA-
CTUYECKOMY TUITY.

BBIBOJIBI

3HaueHNe CBOEBPEMEHHOI JMAarHOCTUKN BPOXK-
JIeHHbIX 3a00/IeBaHMIT YPe3BbIYATHO BeMMKO. [l1s
AVAHOCTUKU U BepuduUKaMy HacaeACTBEHHBIX
CMHJIPOMOB Pa3HO 3TUONOTUM LIEHTPbI IpeHa-
TAJIbHON JIMAaTHOCTUKM JO/DKHBI OBITH OCHAIIEHBI
KOMIIJIEKCAM¥ COBPEMEHHOW MHCTPYMEHTaAbHOM
(mpoBefeHMe CKPMHUHTOBOTO yIbTPa3BYKOBOTO
VICCTIeIOBAHMA C VICTIONIb30BaHMeM 00'beMHOI 9XOr-
padun nnsa M3ydeHUs IMATONOTUYECKOTO (peHo-
TUIA TI0[ja) U 1abOpPaTOPHON [JMATrHOCTUKMU:
LUTOT€HETUYECKOI, MOIEKYIAPHO-Te€HETNYeCKO
" 6MOXMMMYECKOIA.

IIpaBuibHOE MOHMMaHME STUOINIATOTEHE3a IIOMO-
raet 06eCcIeynTh ONTHMAIbHYIO aJJANITALINIO0 pebeHKa
B COIIIYME U OKa3aTh Y/IeHaM €r0 CEMbJ CBOEBPEMEH-
HYIO CIIeLMa/IM3UPOBAHHYIO MEIUKO-T€HETUIECKYIO
IIOMOMIb.
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