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«XMpypquea(oe ne4yeHne ageHOMATO3HOro NOJIMNO3HOIro CUHApoOMa

y aetei», astopbl: Xububynnuua J1.P., Pazymosckuit A.1O.,
LLlepbakosa O.B.

MpeactaBneHHas CTaTba «XUpypruyeckoe neveHue
afleHOMaTo3HOro MOJUMO3HOr0 CUHAPOMA Y [AeTei»
NocBslleHa OfjHON M3 Hanbosnee aKkTyanbHbIX Npobaem
AETCKON KononpokTonorum — BbIGOPY MeTOfa neye-
HUS JeTeil Npu OOHApYXEHWU Y HUX MHOMECTBEHHBIX
afleHoM TONCTON KW K. Mpy 3TOM BONpOC Mano o6cyx-
[aeTcs B MUPOBOI NnNTepaType, a ybeauTenbHble noka-
3aHMA NS XMPYPTUYECKOrO JleYeHUA He OnpepeneHsb
A0 HacToAlwero BpemeHu. [103TOMY npeAcTaBieHHble
OTeYeCTBeHHble laHHble 06M1afaloT 0C060 LEeHHOCTbIO.
CornacHo onpepenexuio, afeHOMaTO3HbIA NONUMNO3HBINA
CUHAPOM — 3TO PefiKoe HacnefcTBeHHoe 3abonesa-
HUWe, xapaKTepu3yioljeecs pa3BuTUEM B MONOAOM BO3-
pacTe MHOXecTBeHHbIx (6onee 20) afeHOM TONCTOM
kuwkw [1]. B HacToAwee BpemA K afeHOMaTO3HbIM MO-
NWMNO3HBIM CUHAPOMAM MOXHO OTHECTU CEeMeMHbI afe-
HOMATo3 TONCTON KUWKKU (06YCNOBAEHHBIA HanMyneM
naToreHHbIx BapuaHToB B reHe APC n conpoBoxpato-
Wuncs HemsOexHON 3710KayeCcTBEHHOW TpaHcdopMa-
LMeit NoAUMoB B NOAABAAIOWEM OONbIIMHCTBE CNYYaAEB
nocne 18-netHero Bo3pacta), MutYH-accounmpoBaHHblif
nonuno3 (0OyCNOBNEHHbIA HanUyueMm OuanNenbHbIX
MyTaLuii B reHe MutYH), a Takxe 6onee pefKo BCTpe-
vawowmincs  PPAP-nonnnos  (06ycnoBneHHblit  Hanu-
4yMem naToreHHblX BapuaHToB B reHax POLE/POLDI),
CMeWaHHbI  noanno3. YKasaHHble HacnefCcTBEHHble
MONMNO3HbIE CUHAPOMbI HECKONbKO OTAMYAlTCA ApYr
OT Apyra no KAMHWYECKUM NPOSBNEHWUAM, OHKONOru-
4eCKOMY PUCKY W 3TUONOrMyeckomy caktopy (noka-
AN3aLnMM M TUNY NATOTeHHbIX BapWUAHTOB B reHoTune).
B cBA3M € 3TMM Nopxofbl K NeYeHuto faxe y B3pPOCAbIX
naLMeHTOB UMEIT NPUHLMNKUANBHBIE OTANYMA. [ToBOAOM
AN XUPYPrUYecKoro NIeYeHns € yfaneHunem Bcei Ton-
CTOW KWWKW MpU 3TOM Cy¥aT nubo oCTpble XW3He-
yrpoxatoume cocTosHUA (KUWe4yHas HenpoXoAUMOCTb,
npofonKamLeecs KuULWeYHOe KpoBoTeyeHue U T.A.)
60 BLICOKMIT PUCK Pa3BUTUA KONOPEKTaNbHOMO paka.
NMeHHO KoNOpeKTanbHblii  pak  fABnseTcs  Haubo-
nee Trpo3HbIM NOCNEACTBMEM HECBOEBPEMEHHOTO ne-
YeHMA NONUMO3HbIX CUMHApPOMOB. [lpu 3TOoM BOMpoOC
0 BO3pacTe BbINONHEHWUA NPOMUNAKTUYECKON onepa-
UMM sBnsetcs Haubonee [UCKYTabeNbHbIM B HACTO-
Alee BpemA. C OfHOW CTOPOHbI, GE3YKOPU3HEHHBIM
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BbIFNAZUT NOAXOA B rocnutane Ceatoro Mapka (JloHaoH,
BenunkobpuTtaHus), cOrnacHo KOTOPOMY BCE HOCUTENM
naToreHHoro BapuaHTa B reHe APC C MHOXECTBEHHbIMU
afeHomamu (He3aBMCUMMO OT MX KONMYecTBa U pa3Mme-
poB) 6blAn onepupoBaHbl B Bo3pacTe 18 net [2]. Takum
00pa3oM, MOXeT ObITb LOCTUTHYTA MOYTU MOSHAA Mpo-
(hunakTKa pas3BUTUA paka TONCTON KULWKK y Onepupo-
BAaHHbIX MaLMeHTOB B OyAyLieM, OfHAKO MCUXO3MOLM-
OHaNbHble NOCNeSCTBUA TPaBMATUYHON onepauun He
6epyTcs B pacyet. C gpyroit CTOPOHbI, COrNacHo onybnu-
KOBAaHHbIM AaHHbIM, 0ObeMHAIOWMM MHOTME PerucTps
nonuno3a B EBpone, n3 1073 cnyyaeB KONOpPeKTalbHO-
ro paka npu cemMedHOM ajeHOMaTo3e TOJCTOW KUIIKK
TONbKO 2 OblIW 3aperncTpupoBaHsl y feTeil B Bo3pacTe
11-15 nert, n 15 (1,4%) — y monopbix nofeit 16—20 net
[3]. B TakoM ciyyae HEBLICOKWI PUCK ManUrHU3aLuu
afleHom B Bo3pacTe [0 20 neT faeT BO3MOXKHOCTb OT-
NOXWUTb  BbINONHEHWE MpoduNaKkTUYeCcKoi onepaLum
Ha HeCKONbKO JIeT, MO3BOMAS 3aKOHUYUTb 0Oy4eHue,
CO34aTb CEMblO, T.€. 3aHATb CBOE MecTo B 0buecTse.
Takum 06pa3oMm, NMOKa3aHUAMU K KONOPEKTANbHON Xu-
pypruum B neauaTpum npu nio60oM 13 NONUNO3HbIX CUHA-
POMOB MOXET CNYXMUTb NOLTBEPXAEHHOE Hanuyne unm
NnoJ03peHue Ha PaK TONCTOM KULWIKK, @ TAKKE COCTOSHUS,
He nopjalolWMecs 3HLOCKOMUYECKOMY NIeYeHUo u/uan
Hapylwawlue HopmanbHoe (M3MONOrnyeckoe passu-
Tne pebeHka [4]. B nybnukyemoii ctaTbe npuBeAeHs
pe3ynbTatel HabntogeHus 3a 50 [eTbMU, NpOLWeAWUMU
NeyeHune B KNMHUKe 3a 23-neTHUil nepuof. Mpu 3Tom,
HeCMOTpA Ha TO, YTO aBTOPbl HE BKKOYaNU B 1Ccneno-
BaHWe NaLMUEHTOB C OBEHUIbHLIM MOAUMNO30M U CUHLAPO-
mom lMenTua—Erepca, paHHble 0 pe3ynbTaTax reHeTuye-
CKOTO MccnefoBaHus He NpuBefeHbl, XOTA NPU HaNU4nMu
HEKPYMHbIX MOJUMNOB B TONCTOM KUWKe (MeAnaHa Mak-
CMManbHOro pasmepa coctaBuna 5 u 55 MM) OCHOBO
ouddepeHuUnanbHOro AuarHosa ABNfeTcs nposeje-
HUe MONeKyNApHO-TeHeTUYeCcKoro uccneposaHua [5].
N3BeCTHO, 4TO OAHMM U3 OCHOBHBIX CMMNTOMOB UMEHHO
npu cuuapome lNentua—Erepca u 10BeHUABHOM NoAUNO-
3e (NpY KOTOPOM TaKXe MHOTA BCTPEYAlOTCA afeHoMa-
TO3Hble MOMUMbI B TONCTON KULWKE) ABAAETCA KULWEYHOE
KpoBOTeUeHUMe, CAyKallee MOoBOAOM AN obpalleHus
K Bpady [6,7]. TpencTaBieHHbIt PETPOCMEKTUBHbIN
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aHanu3 He [laeT, K COXaneHWo, BO3MOXHOCTU Y3HaTb,
4TO ABIANOCH MOKA3AHMEM K YAANEHMIO TONCTON KML-
KW 26 nayueHTam, Tem 6osee YTo HU B OHOM Cilyyae He
Obl1I0 BbIAIBAEHO B Npenapate paka. Moctynnpyembie aB-
TOPaMW B KAyecTBe HE3aBUCUMbIX NMPeAUKTOpPbl BbINOJ-
HEHMS KONMPOKTIKTOMUM SBUIUCH TAKOBBIMU JINWb AN
YKa3aHHOI peTpoCcneKTUBHOI BbIGOPKH, a Lienecoobpas-
HOCTb BbIMOJIHEH WS OMEPALIMM OCTaNACh HEBLIACHEHHOI.
BecbMa BeposATHO, YTO MPOBEAEHHbIE BMELATENbCTBA
MOXHO 6bI10 OTJIOKMTL 40 COBEPLIEHHONETUS U (hU3NO-
JIOTMYECKOro CO3peBaHus nauueHToB. B To e Bpems
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