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AeTckon XUpypruy, aHecTeanonoruu U peaHumaTonoruu

3ACEJAHME OBLLECTBA JETCKUX XUPYPTOB MOCKBbI U MOCKOBCKO!
OBJTACTH Ne 553 OT 26 EBPANA 2015 .

Mpeacenarens: npodeccop A.®. iporos. Cekpetapb: H.0. Epoxuha

NOBECTKA

1. lemoHcTpanus:

«/Iamapockonuyeckasi pe3eKuus KeJyiKa y 1eBod-
KM 4-X JIeT ¢ pyO1oBoii CTPYKTYpPOii MNPUBPATHUKA»
Coxkonos O.10., Mamxkos A.E., IIsixtees [. A., Tamy-
uplH B.B., 3p1xkun A.I1.

Kagenpa nerckoii xupypruut Poccuiickoii MeTUITMHCKON
aKaJIeMIH TTOCIICAUITIOMHOTO 00pa3oBaHusi, MOCKBa;
Kuanka nerckoit xupypru MOHUKU um. M. @. Bia-
JTUMUPCKOTO

2. leMmoHcTpanusi:

«Penkuii KJIMHUYECKUI CJIy4Yal HeIOHOILIEHHOIO
HOBOPOKICHHOI0 pe0eHKa ¢ MAaCCHBHBIM OIyXO0JIe-
BH/IHBIM NOPAXKEHHEM J1eBOii NOUKH»

Mepkynos H.H., Tanemos C.P., I'paues H.C., Kaua-
HoB /[I.}O., Ilamanckas T.B., Bapdonomeesa C.P,
PauxoB B.E.

@enepanbHblii HAyYHO-KIMHUYECKUN LIEHTP JIETCKOM
reMaToJIOTMH, OHKOJIOTUM M MMMYHOJOTMH UM. [M.
Porauesa M3CP P®, Mocksa

3. dokaan:

«YIBOEHHE KEJYI0YHO-KUIIEYHOr0 TPaKTa y Je-
Tei»

HponoB A.®., CmupuoB A.H., Xonoctosa B.B., 3a-
nuxuH /. B., Tuxomuposna JL. 1O.

Kagenpa nerckoit xupyprun Poccuiickoro Hay4HO-HC-
CIIEZI0BATENIbCKOTO MEJUIIMHCKOTO YHUBEPCUTETA HM.
H.N. ITuporosa, Mockaa;

Jlerckas roposckas knmuHHYeckas OompHUIA No 13 M.
H.®. ®unarosa, Mocksa

4. loxaan:

«KoMnpeccHoHHbI€ CHHAPOMBI B 1€TCKOii ¢i1edoJ10-
THH»

I'apGy3oB P.B., [Tonses 0. A.

Kagenpa nerckoit xupyprun Poccuiickoro Hay4Ho-HC-
CJIEIOBATENIbCKOTO MEAMIIMHCKOTO YHMBEPCUTETa HM.
H.W. ITuporosa, Mockaa;

Poccwuiickast geTckas Topoackast KIIMHU9IecKast 00IbHH-
ma, Mocksa

NEMOHCTPALIUA: «PEAKUA KNMHUYECKWIA CAYYAH HEQOHOLIEHHOrO HOBOPOXAEHHOIO
PEGEHKA C MACCHBHbIM ONYXONEBUAHBIM NOPAXEHMEM NEBOM NOYKMN»

Mepkynos H.H., Taneinos C.P,, Mpayes H.C., Kayanos [1.10., Wamanckas T.B., Baponomeesa C.P., Paukos B.E.

®epepanbHblit HayYHO-KNMHUYECKWI LEHTP AETCKOM FeMaTonorui, OHKonoruu n ummyHonoruu um. fim. Porayesa M3CP P®, Mocksa

B crpykrype 3aboneBaeMOCTH OIMyXOJH IHOYEK 3a-
HUMAIOT TIPOMEKYTOUHOE 3HAYEHHE CPEIN BCEX HOBOOO-
pasoBaHus y neteil. B cBoro odepens y gereit mo 1 roma
KU3HA OHU coCTaBiLsiioT 8,8%, a y meredt or 1 roma
no 14 ner — 5,3% or obmielt Macchl BCTPEYAaEMOCTH.
Kax npaBuiio, oIyxonu y JieTei paHHEro Bo3pacTa Ipe-
WUMYILIECTBEHHO SIBJISIIOTCS 3MOpHOHANBHBIMU (HEHpo-
Onmactoma, permHOONacTomMa, HedpobiaacToma, 3MOPHO-
HaJlbHas pabIOMHOCapKOMa, TerarodnacToMa), mpuueM
OONBIIMHCTBO M3 HHUX MMEIOT IW30HTOI€HETHYECKOE
npoucxoxaenue. 80-90% omyxonelt y nereil 1o roga
BpoKeHHbIe. OMyX0Ju y JETEW 4acTo COYETALOTCS C T10-
pokamu pazBuTHs. C OHON CTOPOHBI, HOBOOOPa30BaHUS
B JICTCKOM BO3pacTe UMEIOT BBICOKHMIA Mpo()epaTHBHbIN
UHJIEKC KJIETOK, C JPYTO — HEKOTOPBIE OITyXOJIHU CII0C00-
HBI K T hepeHIIMpOBKe U CIOHTAHHOM perpeccuy.
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Cpenu orryxofiei moYeK y IeTel vaile BCero BCTpe-
yaercs HedpoOmactoma (85%). OTMedaroT qBa Bapu-
aHTa ee ctpoeHus: Oe3 anarurazuu (80%) U MeHee Ona-
TONPUSATHBIA BapHaHT Pa3BUTUS — AHAIUIACTHYECKUI
(5%); xpome TOro, BCTpedaeTcs: Me300IacTUdecKas
He(poma (3—4%), CBETIOKJIETOUHAS CapKoMa IOYKH
(3—4%), pabnounnas omyxoib nouku (2%) u apyrue
mopakeHuss mouek (5-7%). Cpenn TeHETHUECKHX
CHHIPOMOB, CBSI3aHHBIX C HEPpPOOIACTOMOH, OTMe-
qaroT WAGR-cuanpom (HedpobracToma, aHHPUAWSA,
MOPOKU Pa3BUTHA IOJIOBBIX OPraHOB: KPHITOPXHU3M,
THIIOCTIAZUSA, TCEeBAOrepMadpOIUTH3M, JU3TCHE3Us
TOHAJ, 3aJepKKa YMCTBEHHOTO Da3BHUTHS, IeINelus
xpomocomsl 11p13), cunnpom Jlennc—/pam (Denys—
Drash syndrome) (mceBmporepMadpoauTu3M, IiIoMe-
pynonarusi, MyTalud B Xpomocome llp [myrtamms
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B ogHoM ayutenie WT1]), cuanpom bekBura—Bumemana — Hus medenus. B Bo3pacte 2 mec (15.09.2014) pebeHok
(Beckwith—Wiedemann syndrome) (remMurumneprpo-  TOCHHUTAIU3WPOBaH B OTAENEHHE KIMHHYECKOW OHKO-
¢us, makpornoceus, omdainonene, BucuepoMeranus, Jiorud. Bec npu rocnuranuzanuu — 2400 . C nensio
accouMpoBaH ¢ reHoMm W72 na xpomocome l1pl5,  yBenmueHus Macchbl Teda peOEHKY HayaTo MpoBeIEHHE
W30JIMPOBaHHAS TEMUTUIIEPTPODUS). MAapeHTEPaIbHOTO MUTaHMsI, 30HJOBOTO KOPMJIEHHA,

Kinuaudeckue nposiBiCHHUS OMyXO0JieH NOYeK y ie-  ckoppekTtupoBaHa nH(py3uoHHas tepanusa. KT wuccie-
Teil: yBeIMUCHHUE pa3MepoB )KUBOTA W/WIM NaAbIUPYy-  JOBaHHE depe3 2 Mec: B 3a0PIOLIMHHOM IPOCTPAHCTBE
eMoe o0pa3zoBaHue B OPIOIIHOW IOJIOCTH, JIUXOPagKa,  JKMBOTA CJIEBA ONPEIeseTCs MAaCCUBHOE MATKOTKAHOE
AQHOPEKCHsl, pPBOTA, MUKpPO- U Makporemarypus y 20—  oOpa3oBaHuUE, UCXOAALICE U3 JIEBOH MOYKH, HEOAHOPO-
25% manueHToB, apTepuanbHas TUIEPTEH3MUs IPU pe-  HOW CTPYKTYPHI 3a CUET KHMCTO3HOTO (BBICTYHAIOIIETO
HUH-TIPOAYLUPYIOMINX OIyXOJSX, PEAKO — BTOPHYHA W3 BOPOT MOYKH) M COJHMIHOTO KOMIIOHEHTOB C THIIO-
MONUIUTEMUS (TUIIEPIPOAYKINSA SPUTPONIOITHHA), Ba-  JCHCHBHBIMH y4acTKaMmH (pacnana?); akTHBHO, HEOTHO-
pHKOILIETIe, TaX0Bas IPbIKa, OCTPast IOYEYHasi HeOCTa-  POAHO HaKalUIMBAIOIIEe KOHTPACTHBIM Ipenapar; 00-
TOYHOCTb, TUIEBPAIIbHBIE OOJH, CHMIITOMBL, CBSI3aHHBIE  IIUMH pazMepaMu 48%x54x41 MM (00beM oImyxos1eBoi

C BPOXJACHHBIMUA AHOMAJIUSMU PA3BUTHUSL. Maccbl ~55 cm®). OOpa3oBaHWE MHTHMHO IMPHUIICIKHUT
[IpencraBnseM KIMHUYECKOE HAOMIONEHUE HE- KO BCEM TPYIIAM YalleyeK W JIOXaHKe, JIehopMHUpYs
JIOHOIIICHHOTO HOBOPOXKJCHHOTO peOEHKAa ¢ MAacCHB-  UX KOHTYD, YTO HE MO3BOJISICT UCKITFOUUTh UHBA3UU.
HBbIM OIIYXOJICBUIHBIM IOpPa)XKEHHUEM IOYKH. PeOeHOK Ha ocHoBaHMH JAHHOIO MCCIIEIOBAaHHS MBI BbI-
OT TIepBOH OEPEMEHHOCTH, TIEPBBIX ONEPATHBHBIX PO-  SIBIJIM CaMOCTOSITEIEHOE COKpAIEHUE OITyXOJH IPH-
IIOB Ha cpoke 32—-33 Hex (IKCTPEHHOE KecapeBo cede- MEpPHO B 2 pa3a. B ganpHeilieM nanueHTy BbIIIOJIHEHbI
HUE B CBSI3U C YIpO30W MPEKISBPEMEHHOTO pa3pbiBa  JAapoTOMUS H TyMOpPHE(PYpeTepIKTOMUS ClieBa.
TUIOHBIX 000JIOYEK, BHYTPUYTPOOHAS THIIOKCHSI TLJIO- I'ucronornueckoe 3akalOUEeHHE: MeE300JacTHAS

na). Bec mpu poxaennu — 1900 1. Ouenka no mkane  Heppoma (MBH), KiIeTOUHBIH THI, THCTOIOTHYECKH
Amrap 1/3/5 6anmoB. MeponpusTHsI B pOJMIIBHOM 3aJie:  TPYIINa HU3KOTO PHUCKA, TOKAIbHAS CTaaus 3.

HENpsAMOIl Maccax cepiia, MacOYHas WCKYCCTBEHHAs B mocneonepannonHOM Teproae peOCHOK Haxo-
BEHTWIIALINS JICTKUX, MHTYOAIns Tpaxen 4epe3 | MUH  JWJICS B TeUCHHUE 8 THEH B peaHNMAaIliH, B alTbHEHIIIEM
MOCJIE POKICHHUS. B TeueHue 20 nHel B otaeneHuu xupypruu. [locie Bbl-

Ha VY3U OpromHoii monoctu — 0O0bEeMHOE 00-  MHCKU M3 CTAllMOHapa peOCHOK HaXOAMJICS HA BOCCTA-
pa3oBaHHe OpIOIMIHOW TMOJOCTH CJIEBa, pPa3Mephl  HOBUTEILHOM JICUCHUU B caHaTopuu «Pycckoe mosey.
60%x55x60 mm (Hedpobmactoma). Ilocne poxmeHwms B snmmeMuonorndeckoi COCTaBIIAIONIEH cpemu

pC6CHOK HaxoauJICA B TECUCHUC IJIUTEIIBHOTO BPEMEHHN BCCX OHYXOHCﬁ IIOYCK Y Jerei IIEPBOIo roaa XMW3HU
B OTACJICHHUU pCaHUMAalil HOBOPOKACHHBIX IO MECTY B MHTCpPBAJIC 0-2 mec MBH AOMHUHHUPYCT, BBIABIIAACH
xkutenbcTBa. Ha 3-m CYTKH HAXO0XICHUA B pCaHUMa- 6oiee ueM B 55% CJIy4acB. B reHetnyeckux acrekrax

MU OTMEYEH SMU30]l KIIMHUYECKOW cMepTH. B manb-  kietounsni BapuanT MBH u wHbpanTHnbHOU (PuOpO-

HelImeM peOCHOK OBLI MepeBeleH B CHEIUAIM3UPO-  CAPKOMBI UMEIOT OJHY U Ty K€ PEUUIPOKHYIO TPaHC-

BaHHOE OTJCIICHHUE CTaIMOHapa Mo MEeCTy kutenbeTBa.  Jokarmio t (12;15) (p13; q25) ¢ o6pazoBanneM Xumep-
ITo nannpiM KT, BhIMONHEHHOM MO MecTy k-  Horo Tpanckpunta ETV6-NTRK3

TENbCTBA: 3a0PIOLIMHHO, B MPOEKIHMU JIEBOM IMOYKH

OTpesieNsieTCsl MacCUBHOE OAHOPOIHOE MATKOTKaHoe  BbiBoA

o0pa3oBaHHE C YETKUMH POBHBIMH KOHTYpaMH pas- Krnerounsiit Bapuant MBH — ananor msrkorka-
Mepamu 1o 65%63x45 MM (00beM OIyX0JieBOH Mac-  HOTO MOPaXCHUs MpU HHPAHTWIBHOW GuOpocapkome,
cbl ~96 cm’). OOpa3oBanue nehOPMHUPYET U CMELIAeT A 3HAYUT, OCHOBHBIM IIyTEM JICUCHHUS SIBJISICTCS TOTANIb-
MapeHXUMy IOYKH. YalledyHo-JI0XaHO4YHAas cucTeMa  Hoe yhaneHue omyxonu. Konuenuwus neuenuss MBH,

(4JIC) ue onpenensercs. AOpTa CMeIIeHa BIPaBo. cormacHo pamkam mnpotokona SIOP 2001: mauueHTs

[Ipu nanpHEWIINX CKPUHHUHTOBBIX UCCIEOOBAaHU-  MJAJLIe 7 MEC — XHUPYPruueckoe JieueHHe, NarrueHThl
ax (Y3U opraHoB OpromrHo# mojaocTH) ObIIO BBISIBIE-  cTapuie 7 Mec — HeoaastoBanTHas [IXT + oneparus-
HO HEKOTOPOE COKpAIlleHHE OIYXOJIH, YTO /IaBajio BO3-  HOE JiedeHHe. B 1memoM mporHo3 mpu JaHHOM 3abole-
MOXHOCTbH TIPEIIOJIOKUTh JOOPOKAUSCTBEHHBINA IeHe3  BaHHWU ONAaronpusATHHIA. B nanpHeieM manueHTy He-
3a00eBaHMs M BO3IEPXKaThCs OT CPOYHOIO IIpoBene-  00XOIMMO AWHAMHYECKOe HalOmroneHue.
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