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AHHOTauuA

OpHO 13 OCHOBHbIX MPO6IeM NeANATPUN 1 [ETCKON OHKONOTUM ABAAETCA PaHHAA ANArHOCTMKa 310KauecTBEHHbIX onyxonei y aetei. OHa obecneyn-
BaeT BbICOKYIO BbKNBAaEMOCTb NaLMeHTOB — cBbilwe 90%, BO3MOXHOCTb OrPaHNyYeHNA MHTEHCUBHOCTY NPOBOAUMON NPOTMBOOMNYXOEBON Tepanuu,
YTO onpefenseT BbICOKOE KaueCTBO XM3HU C HN3KOW YacTOTOM OCTPbIX PeakLUmil N OCNIOXKHEHMI Ha NPOBOAMMOE fleYeHne, 0CO6eHHO B OTfaNEHHble
CpOKU. B T0 e Bpems Jo crx nop Ao 75% Bcex 60bHbIX MOMaAaloT B CNieLMan3npoBaHHbIi CTaLMOHap C JaneKo 3aleawmy CTaguamm npouecca,
C Bblpa)keHHoI Maccolt onyxonu. OCHOBHasA NpUYMHa — OTCYTCTBME OHKONIOMMYECKON HaCTOPOXKEHHOCTI Y Bpayel MepPBOro KOHTaKTa C NauyeHToM —
nefnaTpoB, y3KNX CNeLmnancToB HEOHKONOrMYeckoro npoduna. BoigeneHune rpynnbl NOBbLILEHHOTO PYCKa Pa3BUTUA 310Ka4YeCTBEHHBIX OMyXxonen y
feTel, 3HaHe CUMNTOMOB, TpebyioLmx AnddepeHLanbHON AUArHOCTUKM C OHKOIOrMYecKMy 3aboneBaHnAMM, cCobnofeHne NPUHLMNa OHKONOT -
YecKoW HaCTOPOXXEHHOCTW, ONTVMaNbHAA NOrMCTKA NALNEHTOB N KOMaHAHaA pPaboTa BCex KOHTaKTUPYIOLWMX C OHKONOMMYEeCKMM 60/bHbIM Bpayei
ABNAIOTCA 3a/10rOM UX YCMELIHOTO NeYeHns.
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Abstract

One of the main problems in pediatrics and pediatric oncology is early diagnosis of malignancies in children. It makes a provision for high surveillance
more than 90% and ability to restrict an anti-cancer treatment, which define a high quality of life with low incidence of acute reactions and complications
of anti-cancer therapy especially delayed. At the same time, even today up to 75% of patients are check into a specialized hospital with advanced
disease stages and large tumor mass. The main reason of it is the absence of cancer alterness in first patients contact doctors: pediatricians, highly
specialized non-oncological doctors. Identification of high tumor risk children, knowledge of symptoms for differential diagnosis with oncological
disorders, abidance by principium of cancer alterness, optimal patients logistics and teamwork of all doctors involved in patients with cancer are the

recipe for successful treatment.
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CraTncTmnka

3/10KavyeCcTBEHHBIE OIYXONM y AeTell — pefkue 3abomesa-
HUA, Ha JO/NI0 KOTOPBIX NPUXOAUTCA MeHee 2% Bcell Iaro-
JIOTMM IeTCKOTo Bo3pacTa. ExxeropHas 3abomeBaeMoCTh 3710-
KauecTBeHHbIMU HOBooOpasoBaumsmu (3HO) cocrasnser
120-140 cmy4yaeB Ha 1 MJIH [J€TCKOTO HACeNEHUs, 9TO A
Bceit Poccum ¢ ee 25-MUIIMOHHBIM J€TCKUMM Hace/leHUeM
cootBeTcTBYeT 3000-3500 3a60nmeBumx B rox [1]. [TosTomy
COOCTBEHHBIII KIVMHUYECKMIT OIBIT y Bpadell HEOHKOJIOTH-
4ecKoro mpo¢uis HeBenuK. IIpy HM3KOI IIOTHOCTY Hace-
JIEHUSI Bpad MOXET BCTPETUTbCSA C TaKMMM INAlMeHTaMI B
€IMHMYHbIX c/Ty4Yadax. Bpaunu HepeKo onmparTca Ha KINHK-
YEeCKMIT ONBIT B OTHOIIEHUY OHKOMOTUYECKUX 3a00/IeBaHMUI
Y B3POCTIBIX.

Omyxonm [JeTCKOro BO3pacTa COCTaB/IAT MeHee 1% Bcex
omyxoreii. «Pak — 60/1e3Hb CTAPOCTI», U 3a00IEBAEMOCTD UM
C rofamu pesko Bospacraer. Kpome Toro, CTpyKkTypa OHKOJIO-
IMYeCKVX 3a00/IeBaHMIT Y [eTell 3HAUMTENbHO OTINYAETCS OT
CTPYKTYPBI OHKOJIOTMYECKOJI IIATOJIOTMY B3POCIBIX. Y OCIIEN-
HUX Haubo/lee YacTO MMeeT MeCTO PasBUTME OMYXOJIell JIM-
Te/MNaNbHO IPUPOABI (Pakiu), a y fAeTell — Me3eHXMMabHO
” 9SMOpMOHaIbHON TKaHu (capkoMsl 1 61mactoMmser). Kak crep-
CTBME, XaPaKTEPUCTUKY OIyXOJeil, KIVHIIeCKue 0CObeHHO-
CTV U OTBET Ha JIedeHNe Y AeTeil ¥ B3POC/IBIX CYILIeCTBEHHO
orTnyaioTcs. IlepBoe MecTo cpefy Bcex OMYXOJeN y HeTeit
(3a mcknoueHreM Bospacra or 0 Ko 4 71eT) mo pacrpocTpa-
HEHHOCTM 3aHVMAIOT JIEMKO3Bl U IMMQOMBI, BTOPOEe — OIy-
XOJIV TO/IOBHOTO ¥ CIIMHHOTO MO3Ta, laee — Helipobnactoma,
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OIYXONMM KOCTell M MATKMX TKaHell, II04eK, rernaTobmacToma.
3HauNTENIbHO PeXXKe y AeTell [UATHOCTUPYIOT PAaK IIMTOBUTHON
xenessl (PIIK), pak Kopbl HafiIIOYEYHNKA, Ha30(apyHTealIb-
HBII PaK, METAaHOMY, 3/I0Ka4eCTBEHHBIE OITYXO/M ITOJKENy-
TIOYHOI >Ke/e3Hl.

MexaHusm KaHLUueporeHesa

CoBpeMeHHbI€e IPeCTABIEHNMS O OMONTOTMYECKIX OCHOBAX
OHKOT€He3a OCHOBAHBI HA OCHOBHOM IIOJIOXKEHMM: PAK — 3TO
reHeTH4YecKoe 3abojeBaHNMe, BOZHMKAIOIee BCIECTBIE CO-
MaTU4eCKMUX MYTaLMii TeHOB, OTBETCTBEHHBIX 32 HEKOHTPO-
MMPYeMy!0 KIOHAJIbHYIO Mponndepanno KIeTKN, PaspbiBbl
un aHopMmanbHyl cTpykTypy HHK. VcTunHbple npu4mHBI
MalTUTHU3AIMM — 9TO MYTalVOHHbIE fleeKThl KIeTOYHOTO
regomal

MexaHu3M KaHIleporeHesa B 0011ell cxeMe MPefCTaBIsIeTCs
KaK BO3[IeIICTBIe OHKOTEHHBIX (DAKTOPOB (XMMUIECKOI, -
3MYeCKOI1 ¥ 6MOTIOTMYeCKOll IPUPOMbI) Yepe3 aKTUBALINIO KIle-
TOYHBIX AaHTUI'€HOB, MHAKTMBAIIVIO T€HOB-CYIPECCOPOB KIIEeT-
K1 Ha (OHe CpbIBa NMPOTUBOOIYXOIEBOI CUCTEMBI 3aILNTHI,
YTO IPUBOIUT K HeoOpaTuMbiM noBpexxaeHusam JHK kreTku
U TpaHchopMaluy ee B onyxonb. Onpependonas ponb B KaH-
LieporeHe3e NPUHANIEKUT ABYM KIaccaM TE€HOB: IIPOTOOH-
KOT€HaM U TreHaM-CylpeccopaM. OTU I'eHbl B HOpMe KOHTpPO-
JIMPYIOT KJI€TOYHBIN LMK, allONTO3, Le/IOCTHOCTh F€HOMa U
auddepeHUNpoBKy KaeToK. CTPYKTYpHO-(PYHKIVOHA/IbHbIE
M3MeHeHus (MyTalym) 3TUX TeHOB IIPUBOAST K HEKOHTPOIN-
pyemoit mponudepannu u 3mT0Ka4eCTBEHHOI TpaHchopMannu
KIeTKM. B 3aBUCMMOCTH OT TOTO, B KaKOI K/IeTKe IIPOMCXOIUT
MYyTaIs yKa3aHHBIX T€HOB — B TAMETHYeCKOM (TT0O0BOII K/IeT-
K€ OHOTO 13 PORMTENeli) WX COMATUYECKON, — BOSHUKAIOT
COOTBETCTBEHHO HAC/IECTBEHHDIE I HEHACTIECTBEHHbIE (Oop-
MBI OITYXOJIN.

HecmoTps Ha 6omblLive ZOCTMKEHNS B IOHMMAaHUM OHKO-
reHesa, M3y4eHMe MPOLECCOB OMYXO0IEBOIl TpaHCcHopMaLuu
Ha MOJIEKY/ISIPHO-OMOIOTNYeCKOM, MMMYHOMOIMYECKOM U
IUTOT€HeTUYECKOM YPOBHAX, COBpeMeHHasl MelMIIMHA He
MOXXEeT TOYHO OTBETUTb Ha BOIPOC O NPUUMHAX HOSBJIe-
HIS 37I0Ka4eCTBEHHBIX 3a00/IeBaHMIT Y eTell. YCTaHOB/IEHbI
ML Hpefpacronaramimye (GakTopbl, CIOCOOCTBYIOLINE
BO3HMKHOBEHMIO 3/I0KaYeCTBEHHBIX OIyXOsel, K KOTOPhIM
OTHOCHT:

 TEHETUYECKYI0 IPERPACIIONOKEHHOCTD (aCCOnManys Omy-
XOJIM C TeHETUYECKMMU CHHIPOMAaMM);

« BHEIIIHJE KAaHI|epOTeHHble BO3JEIICTBUA — 3arpsA3HeHMe
OKpY>Kalolleli Cpefibl ¥ HaM4Me TOKCUMYECKUX, OHKOIIOTEH-
LMPYIOUVX BEIIECTB B OKPY>KaIOLEN Cpefie;

o BHYTPUYTPOOHBIE TIOPOKM pasBUTUA IIIOfA.

VIMeHHO B JIeTCKOM BO3pacTe Yallie BbIAB/IAETCS aCCOLMAIA
OITyXO/IM C TEHeTUYECKMMU CMHIPOMAaMU 1 BPOXX/I€HHBIMM I10-
pokamu pazButust. Oco60 SHaUMM PUCK BOSHUKHOBEHUS 3710-
KaueCTBEHHBIX OITyXOJIeil Py Ha/lN4MU ITOPOKOB Pa3BUTHUA Y
TeTeit IepBOTo Iofja >KM3HM, KOTOPBIi IIOCTEIIEHHO CHMXKAETCS,
KaK BUJIHO U3 puc. 1.

B Hacrosmee BpeMs M3BecTHO OK0mo 20 Hac/lefCTBEHHbIX
6ore3Hell ¥ CHHIPOMOB C IOBBIIICHHBIM PMCKOM Pa3BUTUA
omyxorneit [2, 3]. Pesko yBemMumMBaioT pucK pa3BUTHA OCTPBIX
7eiiko30B cuHApoM briyma, cuappom Buckorra-Onppuua,
cungpoM KocTmaHHa, a Tarke cuHApoM JlayHa M CMHApPOM
Knaitudensrepa.

Puc. 1. BpoxxaeHHble aHomanuu n 3HO y geten [19].

3HaunmbIn puck pas3suTra 3HO B NepBbIi roa »K13HM Npu
HanMynv NOPOKOB Pa3BMUTUA NOCTENEHHO CHMXaeTcA (KpacHou
cmperikoU 8bidenieHa pasHuya e pucke pazsumus 3HO) — TpebyeTca
BHUMaHe Npu Kypawumy BpadoM-remaTpoM 1 Bpayamuy CMEXHbIX
cneumanbHoOCTel.
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Oco6eHHOCTV onyxoJieil 4eTCKOro Bo3pacTa

Y pereit M HOOPOCTKOB HAYajIo PasBUTHA OIMYXOIM OOBIYHO
IPOVCXOANT IIOJ, «<MAaCKOI» Pyrux 3aboneBanuit (BUPyCHOI 1/
WM 6aKTepyanbHOM MHGEKIMY U UX OCIIOXKHEHMIA, «IIOPOKOB
pasBUTUA», NIOCTEACTBUII TPaBM, /M000I APYroil comarude-
cKoit maTonoruy). [IMarHoCcTKa OIIyXOJIeil y feTell 0cOOeHHO
CTIOKHa Ha paHHMX cTafyaAX. Ha HavaIbHBIX 9Talax pasBUTUA
OIYXO/IM MPOTEKAIOT JOCTATOYHO CKPBITO, STOT MOMEHT KJIN-
HIYECKN He UAeHTU(GUUMPYETCs, ¥ UCTMHHO PaHHMII AMAarHO3
B IeTCKOIl OHKOJIOTMM CTaBAT KpaliHe pefko. B peanbHOI Kin-
HMYECKOI MPAaKTMKe AMATHO3 CTABAT, KOIZTA OIPEeReIAI0TCA
aHaToMo-¢u3nonornyeckne HapyureHus: (06yc/IOB/IeHHbIE
POCTOM OIIyXO/IN), YTO JISKUT B OCHOBE CYyO'beKTUBHBIX Xanob
U OOBEKTUBHBIX CHMIITOMOB. IlepBble CHMITOMBI 37I0Kade-
CTBEHHOIT OITyXO/IM MOIYT OBITb BeCbMa HeCHelMUYHbI, YTO
IenaeT OYeHb TPYAHOI AnbdepeHIanbHy0 AMarHOCTUKY C
Apyrumm 60jiee 4aCTHIMM Y TUIIMYHBIMM OONIE3HAMMU JETCKO-
ro BospacTa. JIOMOMHUTENIbHBIM (aKTOPOM, 3aTPYAHSAIOMINM
CBOEBPEMEHHYIO [IMAaTHOCTUKY OITyXoseli y AeTeil (0co6eHHO
paHHero Bo3pacTa), SIB/sIeTCsI HEBO3MOXXHOCTDb peOeHKa IeTKO
OmMCaThb Xanobbl. Majioe YMC/Io OIyXOJeil, JOCTYIHBIX BU3Y-
aJ7IbHOIL OLieHKe, PACIONIOXKeHe ONyXo/eil B TPYFHOJOCTYII-
HBIX J7IA 0OCTIe[OBaHMA MECTaX TaKKe 3aTPYNHAIOT PAHHIOK
IMArHOCTUKY OHKOIOTMYecKMX 3aboneBannmit. Yem mapie pe-
6eHOK, TeM 6OJIbliINe TPYAHOCTH BbI3bIBAET AMATHOCTHUKA, BEIb
B 9TOM BO3pacTe OMYyXO/IM Pa3BUBAIOTCA B Hanbomee TPYLHbIX
IIA OCMOTpa M 00C/IeOBaHNA MeCTaX — 3a0pIOIIMHHOE IIPO-
CTPaHCTBO, MaJblil Tas, CPeNOCTEHNe, LIeHTPaIbHasd HepBHas
cucrema (ITHC) u norpanuyHsle ¢ Heit o6mactu. Jlokanmsarus
OIIyXOJiell B JaHHBIX aHATOMMYECKMX 30HAX OODBACHAET MHMU-
I[[Ma/IBHO CKPBITOE, MOYTH OECCHMITOMHOE TedeHue 3abore-
BaHuA. Bo n3bexxaHne ommbOK y>xe IIpu MEPBUYHOM KIIMHU-
YeCKOM OCMOTpe U 06cmefoBaHuy 60IbHOTO pebeHKa 1MarHos
3/I0Ka4eCTBEHHOI OMyXO/M JO/DKEH OBITh BKIIOYEH B 4UCIO
BO3MO>XKHBIX 3a00/IeBaHMII ¥ OTBEPrHYT /INUIIb HOCTE ybemu-
TE/IbHBIX JI0Ka3aTe/lbCTB HEOIIyXO/IEeBOil IIPUPOJbI HAaTONIOTNU-
YecKoro mpoiecca [4].
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REVIEW

Onyxomn JeTCKOro BO3pacTa C y4eTOM BO3pacTa BO3HUK-
HOBEHM U I'MICTOIOTMYECKON IIPUPOAbI MOKHO Pas3feNnnuTh Ha
crepyIomue.

1. OmbpuonansHsle omyxomu. Jlanusie 3HO BO3HUMKAOT B
pesy/bTaTe MepepoXKAeHNs UIn FUCMOpgoreHes3a 3apofblliie-
BBIX KJIETOK C MOCNIEAYIOMMM IpHOOpeTeHNeM VMU BBICOKOTO
npo/midepaTMBHOrO MoTeHIMana. 110 TMCTOMOrMYecKM Xa-
PpaKTepUCTMKaM JaHHas TPYIIA OIyXOJeil CX0XKa C TKAHAMMU
aMbproHa wiu mnoja. IlpecTaBuTeAMM SMOPUOHATBHBIX
OIyXOJIell SIB/SIIOTCS: HelipobmacToMma, Hedpobnactoma, pab-
[IOMMOCApKOMa, peTHHOOIAacTOMA, MeIy1I06/1acTOMA, TelaTo-
6mactoma, PNET (omyxomm m3 HeiipOSKTOHEPMBI), T€pPMUHO-
TeHHbIE OITyXOJN.

2. IOBeHnnbHBIE ONyXonK. Pa3sBuBaloTCA B I€TCKOM 1 I0HO-
IIECKOM BO3PacTe BCIEACTBME 3/I0KAY€CTBEHHON TpaHcdop-
Maluy 3penbX TKaHell. K 10BeHM/IbHBIM OIyXO/AM OTHOCAT-
csi: actpounToMa, mumpoma XomkkuHa (JIX) u reTeporeHHas
TpyTIIIa HEXOMKKIHCKUX TMM(OM, OCTe0CapKOMa, CUHOBYAIb-
Hasl capkoMa, prbpocapkoma.

3. Onyxonu B3pocyoro tuna. B gerckom Bospacre BCTpeda-
I0TCSL peliKO, HO Bpaul BCeX CIIeIVaTbHOCTe JOKHbBI IIOM-
HUTb O JaHHOII TPyIIIe ONMyXOJell M BKIWYaTh uX B mudde-
PEeHIMAIbHO- AMATHOCTUYECKIIL PAM B CTIOXKHBIX KIVHMYECKIX
cryqaax. Omyxonm B3poC/IOro TUIIA, AUATHOCTUPYEMBbIe y fie-
Teit 1 noppoctkoB: PIIJK, remarouertonsapHas KapIyMHOMa,
HasodapuHreanbHasA KaplUHOMA, PaK KOXXI, IIBAaHHOMA 1 JIp.

Onyxonu 3MOPMOHANBPHOTO IIPOVICXOX/EHNS  SIB/LSTIOTCS
IIpeporaTUBOI MAaIIeHTOB JEeTCKOTO BO3pacTa U MMEKT OT-
JIMYUTeNIbHbIe KIMHUYecKue 4epThl. Tak, HedpobracToMbl U
rernaro0/IacTOMBbI B TedeHMe [JINTEIBHOTO BPEMEHU pacTyT,
pasBuUTras OKpy>Kalolljyie TKaHU, B TO BpeMs KaK y B3POC/IBbIX
KJIeTKM OIIyXO/dy dallle BCETO BPAcTAlOT B COCeHME TKaHI,
IpUBOAA K UX paspylueHuio. Eije oHOIT 0cO6€HHOCTBIO OITy-
XOJI€ell [JETCKOTO BO3PACTa SIB/ISIETCS X CIIOCOOHOCTD K CIIOH-
TAaHHOM WIM TEepaleBTUYECKM WHYLMPOBAHHON peBepCUN
(cospeBaHMI0). SIpKMM IpUMEPOM OIYXOJIM, AL KOTOPOII Xa-
paKTepeH HaHHbIT (QeHOMeH, AB/AeTCA HelfpobracToMa, Ipu
KOTOPOI1 OIMCAHbI CTy4Yan CO3peBaHus B JOOpOKadeCTBEHHbIE
BapMaHThL. Y [leTeil IepBOro rofa XMU3HM OITyXO/IM MOTYT IOJI-
HOCTBIO perpeccrpoBaTh 6e3 KaKoro-mmoo nedeHns. IIprdanHb
3TOTO SIBJIEHNMS HesACHBL. Takke 0COOEHHOCTDIO OIIyXOTIeil y Ae-
Tel SIB/ISIETCSI MX arPEeCCUBHBII XapaKTep ¢ GBICTPOTON pasBu-
TUA ¥ pAaHHMM MeTacTa3MpoBaHyeM. bo/bMHCTBO OHKO/IOIN-
4eCcKMX 3a00JIeBaHMII Y leTelt IPUXOAUTCA Ha paHHUIT e TCKMIT
Bo3pacT (0-4 roma) c mpeobnajaHueM OIYXOJel COMMAHOM
IPYPOJBI Hafl reMO6/IacTO3aMI.

Cpenu 60NBHBIX C SMOPUOHATIBHBIMY OIYXO/ISIMM HACTIEf-
CTBEHHbIe (POPMBI COCTABIAIOT OKoNo 25-30% ciyuaes. Tak,
npyu aHvpupuy (ammasum pajgys>kHoit 06O0MOYKM) PUCK BO3-
HUKHOBEHVs HeppoOIacTOMBbI, TOHA06aCTOMBI COCTABISACT
20-30%, HeiipodubpomaTose (HeitpoduOPOMBI, IATHA THUIIA
«Koe ¢ MOITOKOM») PUCK Hepo61acToMsl, HeoXpOMOLUTOMBI
JOCTaTOYHO BBICOK — 20%; mpu cunppome lunnena-/Iunpay
(reMaHTMOMBI /IMIIA, KUCTBI BHYTPEHHUX OPraHOB) IOBBIIIEH
PUCK PasBUTUA COCYAUCTBIX OITyXOJIeil MO3)KedKa, TuIep-
Heppombl 7o 20%; IpM aTaKCUM-TeleaHTMIKTasuy (TelneaH-
IMIKTA3UA I71a3, KOKM, CIM3UCTBIX) PUCK 3/I0KaUeCTBEHHBIX
muMQOM, JTeKO30B, afeHOKapunHOMbl — 10%; mpy aHemMuu
QaHkoHN (OUCHUTMEHTALMS, TUCKEPATO3, MATEHbKIIT POCT)
PYUCK MMENOUCIINIACTUYECKOTO CUH/IPOMA ¥ OCTPOTO Jieiiko3a
pocTuraer ¢ BospactoM 60-90%; remuruneprpodun (acum-
MEeTpusA CTOPOH VIV 9aCTeN Te/la 3a CYeT YBENMYEHM OHOM
"3 HUX) — PUCK HePpOOIaCTOMBI, reraTo6I1acTOMBI, KapIIHO-
MBI KOPBI HaJIIOYeYHNKOB — 3-6%; mpu 6ore3Hn I[upmmpyH-
ra (araHrmmo3 KMIIeYHNKa) PUCK HellpoOmIacToMbl paBeH 3%;
cunppom Bexsura-Bupemana (60/bInoii Bec Ipu poxXAeHNN,
IyHOYHasg TPbDKA, MaKpPOITOCCHA, TUIIOITIMKEMNUsA) aCCOLUMN-
POBaH C NOBBIIIEHHBIM PUCKOM pa3BUTHSA HedpoOrIacTomsl,
remarobmacrombl. Ha puddepeHunpoBky sMOpmMOHaNIbHBIX
TKaHell OKa3blBaloOT B/IMAHME KaK TeHeTUYeCKIe, TaK ¥ BHEIIHe
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CpefioBble TepaToreHHble (paKTOpbl BHYTPUYTPOOHOrO HEpHO-
ma. EcTb reneTtmyeckue CMHAPOMBI, IJie OIYXO/b ABIAETCA UX
COCTAaBHOM 4aCTbIO, KaK, Hanpumep cunppom lennca-/Ipama
(ncesporepMadponuTusM, HedpoIATUA C IIOYEUHOI HEOCTA-
TOYHOCTBIO 1 TTOTepelt Genka 1 omyxonb Buibmca).

ITpumepno B 25-30% cnyyaeB mepynnsapubii PIIJK saB-
JI€TCA YaCThI0 TEHETUYECKUX CUHIPOMOB MHOXKECTBEHHbIX
SHJOKPVHHBIX HeoIlUtasui 2-ro tuma (MOH2). Tun Hacnmeno-
BaHUs JIAHHBIX CUMHJPOMOB — ayTOCOMHO-JOMMHAHTHBINA, C
BBICOKOJ TI€HeTPAaHTHOCTbIO. [l1a cunapomoB MOH2 xapak-
TepHBbl T€PMUHA/IbHbIE MyTallMM B IpoTooHKorene RET, mo-
Ka/IM30BaHHOM Ha JIIMHHOM IlTede xpomocomsl 10 (10q11.2).
MornekynapHBIMU TPOAYKTaMyu reHa RET ABIAOTCA TUPO-
3MHKJMHA3bI PELeNTOPHOTIO THUIIA, 06ecreYnBaoliyie KOHTPO/Ib
npomudepanuy, murpanym u uddepeHINpoBKM KIE€TOK He-
BpanpHOro rpe6Hs. TectupoBaHue OONBHBIX C CHH[POMAaMU
MOH2 u uX pOICTBEHHUKOB Ha OOHapy>keHMe MyTaluil B
reHe RET momoraeTt cpopMUPOBATD «TPYIIIY PUCKA» [JIA BbI-
ABTIEHMA JIUIL C BBICOKOJ BeposATHOCTbI0 passutusa PIDK, no
He60Ta KIMHUKO-O0MOXMMUYECKUX MTPU3HAKOB 37I0Ka4eCTBEH-
Horo 3abomesanus. ITpu sTom ajst Hocureneit RET-myTaruit,
acCOLMMPOBAHHBIX ¢ cuHApomamyu MOIH?2, pexomeHmoBaHa
npoduIaKTIYecKas TUPEOUISKTOMMSA C TIOC/IENYIOIel 3aMe-
CTUTE/IbHOM TOPMOHA/IBbHOM Tepamnmei, 4To MPERYIpexXIaeT
PUCK BOSHMKHOBEHUSA PaKa.

YcraHOB/IEHa POb IeHeTU4ecKoro (akTopa pasBUTHUSA pe-
THOOMacTOMbL. CeMeliHble CIydYaul PeTMHOOTaCTOMBI Jya-
THOCTHPYIOTCSL B 50% HaO/IIOfeHNIT ¥ MMEIOT {BYCTOPOHHMIA
xapakTep nopaxenud. Cropaguyeckue caydau IByCTOPOHHEN
PeTMHOO/IACTOMBI TAaK)XKe HACNIefyoTcs B 50%, a OHOCTOPOH-
HHE — B 8-25% Ha6IIONeHNI.

ITpy murMeHTHON KcepofiepMe (MHOXKECTBEHHBIE MUTMEHT-
Hble IIATHA) Pa3BUTHE PaKa KOXU, METAaHOMBI, CAPKOMBI OTMe-
vaercsa B 90-100% crmydaes, u 60nbHbIE MMTMEHTHON KCepo-
[epMOI1 JO/DKHBI HAXOAUTHCS [OJ, IIOCTOSIHHBIM HAaO/IONeHeM
OHKOJIOTa.

KnuHnueckune NpPoABJIEHNA N PaHHAA ANArHOCTNKa

Jna cBOEBpEMEHHOI [MArHOCTUKM OHKOJOTMYECKMUX 3a-
6oneBaHMit y feTell HEOOXOAMMBI COBMECTHbIE YCMINUS Bpa-
Ja-TIefiyaTpa ¥ pOAMTesNell, BHMMaTeTbHOe OTHOLIEHMEe K Ca-
MOYYBCTBMIO peOeHKa, TI0ObIM N3MEHEHVAM B €r0 COCTOSHUIM.
Heo6x0p1MO peryisipHO IIPOXOUTh MOJIOKEHHbIE [0 BO3pa-
cTy obcnenoBanys. [Ipy ycTaHOB/IEHMM IMarHO3a BpayaMy He-
OHKOJIOTMYeCKOTO ITpOGI/IA HY>KHO HOMHUTD O BO3MO>XKHOCTH
Ha/IM4IMsA 3/10Ka4eCTBEHHOI OITyXO/y, 0COOEHHO Py aTUIINY-
HOM Te4eHUM OOBIYHOTO 3ab0JIeBaHMs, OTCYTCTBUM/HE[OCTa-
TOYHOCTY 3¢eKTa OT CTAHAAPTHOIN TEPAINM, IPOrPECCUPO-
BaHuM cuMIToMoB. Ilo Beipaxkenuio M. Herlt, «cunrarbes ¢
JaCTBIMY AB/IEHUAMM, HO TIOMHUTD O PEKIUX».

ITpn OHKONTOrMYECKOI IATONOINN Y JieTeil ¥ TOAPOCTKOB B
K/IMHMYECKOJI KapTVHe Ha IEePBbIl IIaH BBICTYNAOT 0OIIve
CHMIITOMBI MHTOKCYKAIVMM (OOLIMII OIyXO/IEeBbINl CHMIITOMO-
koMitekc — OOC), koTopble TPYAHO ObIBaeT MHTEPIPETH-
poBaTh KaK IPOABJIEHMA 3710Ka4eCTBEHHOTO IIpoIlecca, HO UX
Ha/mmuue TpebyeT nposeneHus ayddepeHINanbHOM fUarHo-
CTUKY CO 3/I0Ka4eCTBEHHBIMU OIYXOJIAMU, OCOOEHHO B TPyI-
max pucka 1o passutuio omyxoneit. K OOC oTHocAT crnenyio-
IIye CUMIITOMBI:

o TUTIOAVIHAMNS;

« OTCYTCTBME aNNeTHTa, M3MEeHeHMe MUIeBOro IPUCTpa-

cTus;

* IOXY/IaHUE;

* BSJIOCTD, CTTA00CTD, YMEHbIIIEH)E aKTUBHOCT;

o OBICTpas yTOMILAEMOCTD;

* KaIIPM3HOCTD, allaTyiA, HoTepA uHTepeca (K yuebe);

* AaHEMNIS;

o cyoebpunurer.

B #marHocTyKe 3/10KaueCTBEHHBIX OIyXOJell HeoOXOmuMO
YUMTBIBATD PA3MNYHYIO0 BO3PACTHYIO CTPYKTYPY OITyXOJIelt, TaK
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KaK KaXJIOMY BO3PAaCTHOMY IIepPMOLY COOTBETCTBYIOT OIpefie-
JIeHHBIE HO30JIOTM4Yeckye GOpPMBI C XapaKTepHOI CUMIITOMa-
TUKOJL, ¥ IMEHHO C 9TUMM (popMaMyl IIPUXOANTCS HPOBOGUTD
nuddepeHINANbHYI0 AMarHOCTUKY. Y JeTeil HepBOTO Tofa
XKU3HU CTIeAyeT 0coboe BHUMaHME YHEIATb TeMIIAaM POCTa U
npubaBKe B Bece, pasMepaM OKPY>KHOCTHU TOJIOBBI U KUBOTA —
BCe 9TM IOKAa3aTely [O/DKHBI COOTBETCTBOBATH BO3PACTHO
HOpMe C IIOIPAaBKOJ Ha MHAVMBUAYa/IbHblE 0COOEHHOCTH. Pes-
KO€ yBe/IMYeHMe XUBOTA WM OKPY>XHOCTY TOJIOBBI SB/IACTCS
oBo#OM K obcmenoBanmio. Ecnmu pebeHok paHHero Bospacra
BSUIBII, OTKa3bIBAE€TCs OT TPYAHOTO BCKAPM/IMBAHSL, IIPOUCXO-
AUT yracaHue IpUOOPETEHHDBIX HABBIKOB (IlepecTaeT Jep>Karb
TOJIOBY, [IEPeBOPAYNBATHCS WV CUJETh), BHE3AIIHO MOSAB/IACTCS
KOCOI/Ia3}e, JacThle CPBITMBAHMA — BCE 9TO TpebyeT CPOUHOro
06cenoBanns. B IOMKOIBPHOM ¥ LIKOTILHOM BO3pacTe O BO3-
MO>KHOM OHK03200/IeBaHIM MOTYT CBU/ICTE/IbCTBOBATH I'€MaTO-
MBI, ChIITb B BUJI€ ME/IKUX KPOBOUSIIVAHNUIL, YBeNTUYEHNE pa3Me-
PoB muMaTHIECKNX Y3/I0B, YaCThle TOTIOBHbIE 6O/IN, TOLIHOTA 1
pBOTa B yTPEHHNUE Yachl, HAPYLICHNS IIOXOMKY 1 3pEHMA.

Ba)kHOe MecTO B AMarHOCTUKE 3/I0Ka4eCTBEHHBIX OITyXOJIeil
y JieTeil HapARY ¢ >kamobaMy 3aHMMAIOT MPU3HAKM KOMITpec-
CMU ¥ TaKOV CUMIITOM, KaK pacIIMpeHNe MOJKOXXHBIX BeH —
PacIIMpeHHbI BEHO3HBI PUCYHOK Ha IE€PeNHEN IPyNHONM M
OpIOLIHOIL CTeHKe. Y/IbTPa3ByKOBOE MCC/Ie[OBaHeE I03BOTISIET
YTOYHUTD STUOJIOTMIO JAaHHOTO CUMIITOMAa ¥ OOHAPY>KUTb BbI-
3bIBAIOLIYI0 KOMIIPECCHIO OITyXo/eBoe obpasoBanue [5].

JIO/KHO OBITH ITPAaBUIOM YTOYHEHME IIPUPOADI MOSBYBILIE-
rocst 06pasoBaHMsA Ha TeJle, B )KMBOTe — leOpMaLIuM, aCUMMe-
TpUM, yBelndeHus: TuMPaTUIECKUX Y3/I0B, 0COOEHHO HPU UX
0e360/1e3HEHHOCTI, OTCYTCTBUY M3MEHEHMIT KOXXM HaJl HUMM
(TIpM3HAKOB BOCIIAJIEHMs), COXPAHEHUM YBEIMYEHNs CBBIIIE
4 Hef, HEBPOIOTMYECKUX CUMIITOMOB, 007Ieil B KOCTSAX WU
CycTaBax, U3MeHeHMIT 00IIero aHanamu3a KpoBU U 6MOXUMMYe-
CKMX TIOKasaresieil CbIBOPOTKM KpoBy. Heo6XonMo KOHCYIb-
TMPOBATD IALMEHTOB T'PYIIIIBI PUCKA C IETCKUMU OHKOIOTaMI,
0CcO6EeHHO B IepUOJie TOBBILIEHHOTO PYCKA OHKOMOTMYECKIX
3aboneBannit — ot 0 10 4 /1eT U B epPUOADI YCUIEHHOTO POCTa
(mpenry6epraTHO-1Iy6epTaTHBIIL BO3PACT).

Y maiyeHToOB B BO3pacTe 70 1 rofa Jalle AMarHOCTUPYIOTCA
Takye 3abo/leBaHNs, Kak KPeCTIOBO-KOMMYMKOBas TeparoMa
WIN TepaTo61acToMa, IpM KOTOPHIX yXKe IOCTIe POXJeHUA
OTMEYAIOTCs CHaB/IeHNe IPSMON KUIIKMA U KUIIeYHas Helpo-
XOAMMOCTb. B mopio6HOI cuTyanmy OUIMOOYHBIM pelleHueM
OyzeT HampaBsiieHNe pebeHKa K XUPYPIy I yAaTeHNA OIMyXO-
7. BaKHO TOMHMTD O BO3MOXKHOCTY OBICTPOIT MaTMTHU3ALINI
OIYXO/IM, IO3TOMY Cpasy HpY KIMHUKO-UHCTPYMEHTaTbHOM
MOATBEPXK/IEHNY HEOOXORMMO OIpefenTb ypPOBEHb ajlb-
da-PperonporenHa (peaxkuus AbeneBa-TaTapuHOBa) B CBHIBO-
poTke KpoBu 607bHOTO. ITpy 3710Ka4eCTBEHHOI OIYXO/M STOT
Mapkep Oy/eT IOBBILIEH B COTHU Pas, YTO AB/IAETCS MOBOJIOM
IIA CPOYHOTO HAIpaBeHMs pebeHKa K OHKOJIOTY I H0006-
CIefOBaHMA ¥ IPOBeeHNA IIPOTUBOOITYXO0MIEBOII Tepalnu.

Eute ogaum 3HO, 4acTo MOKaM3yoOMMMCs B OPIOIIHOI TO-
nocty (¢ mopakeHneM MMMQaTIIecKNX Y3708, KUIIeYHNKa, e-
YeHU, TOfKETTYIOYHOIT XeJle3bl), ABisAeTcs mMdoMa Bepkurra,
PV KOTOPOJT TaK)Ke pafyKalbHbIe XMPYPIUIecKyie BMelIaTeNb-
cTBa He mokasaHblL [Ipy mumdome Bepkurra ponp xupyprude-
CKOTO BMeIIaTeNbCTBA — IOydYeHne Marepuana s Mopdo-
MMMYHOJIOTMYEeCKOTO MCCIeOBAaHMA U MOCTAaHOBKM AMArHO3a.
PapukanbHBIe XMPYprUdecKye BMeIIaTe/IbCTBa OTHA/IAI0T Hada-
JIO IIPOTHMBOOIYXO/IEBOTO IEYeHNs M YXYLIAIOT IIPOrHo3 [6-8].

Omnyxomu ITHC k1mMHNYeCK MOTYT fie6I0TUPOBATh C TsDKe-
JIOTO TUIIEPTEH3MOHHOIO CUHIPOMA, BbIPaXKEHHON TOJIOBHOM
60711, TOTIOBOKPY KEHM I, PBOTBI, YTO CPa3y HABOJAUT Ha MbICIb
0 Ha/JM4YMM ONYXO/IEBOrO HOBOOOpasoBaHmsA. JlanmbHeitiras
KapTHHA CKIaIbIBaeTCs U3 cuMntoMoB nHTokcukanuu (O0C),
B 3aBUCUMOCTY OT JIOKQ/IM3aLMM — HapyLIeHNsA CTATUYeCKUX
U JBUTATENbHBIX P06, MBIIIEYHON TMIOTOHUY, BBIMAJiCHNUA
GbYHKIMIT HEKOTOPBIX TIap YeperrHO-MO3TOBBIX HEPBOB, O(d-
Ta/IbMOJIOTMYeCKIX paccTpoyicTs 1 T.1. ITpy HoBoOOpa3oBaHu-
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SIX CHIMHHOTO MO3T4, KpoMe 60/IeBOro CMHAPOMA, Pa3BUBAIOTCS
Hapady 1 mapessl C HapyiueHneM GyHKINIT OPraHOB B 3aBH-
CHMOCTH OT YPOBHA PacIONOKeH!A OIYXOJIM.

JIX xapaKkTepy3yeTcsi fByMs BO3PaCTHBIMY MUKaMu 3aborte-
BaeMOCTM — 4-6 1 12-14 net. Kmuuandecknit npusHak JIX - mo-
sB/IeHNe KOHIJIOMepaTa yBeINYeHHBIX, IO[[BVDKHBIX, IVIOTHBIX
U 6e300/Ie3HEeHHBIX IIPY Majblaluy TMMQpAaTUIEeCKUX Y3JIOB,
Ppacronaraouyxcs NpeuMyIeCTBEHHO Ha lilee, PeXKe B IOfIMbI-
LIEYHOIT ¥ IAXOBOM 06/1acTaX. B oTIMume 0oT HEXOMKKMHCKIX
nmumdom mpu JIX yallje BOBIEKAIOTC 3a0pIoNIMHHbIE (IMapaa-
OpTanbHbIe, TapaKaBajbHble) MMMaTIdecKye y3IIbl, pacHoa-
FafoIyeCs 110 XOly MarMCTPanbHBIX COCYMOB. Y JieTell cTapiue
10 7eT HOBOJIBHO YaCTO IPOMCXOAUT MOpaKeHMe Marnye-
CKIX Y3J/I0B IlepefHeTo cpefocTeHys. ITo Mepe pocTa omyxonu
HOABJIAITCA CUMIITOMbBI MHTOKCUKAIMY, ITOBBILIAETCS TeMIIe-
parypa Tesna, MOABIAETCA NMOTIMBOCTD, CHVDKAIOTCSA aIIeTUT
u Macca Tena pebeHKa. B cyuasx ciaBneHms MarncTpaabHBIX
COCYIOB MeVaCTUHATbHBIMU TMMpAaTUIeCKUMM Y3TaMU Pas-
BUBAETCA CMHAPOM KOMIIPeCCUM BepXHell II07I0)l BeHbI, KOTO-
PBIit 4aCTO coYeTaeTCA C CMHPOMOM CHABJIEHNUA IbIXaTeIbHBIX
myTeil. JJaHHBI CMHIPOM ABIAETCA XXU3HEYTPOXKAIOIIUM CO-
CTOSIHNMEM U TIPOSABIIAETCS CUIbHBIM, He IPUHOCAILINM O6Ier-
YeHUsI Kalll/leM, OffbILIKOIL, TaXMKapHyelt, 60/IAMMU 3a IPYRUHON,
OIyT/IOBaTOCTBIO M IIMAHO30M KoKu jmuia. Ilo mepe mporpec-
CUpOBaHMA OIyX0/IeBOTO MPoLiecca MOXKET IPOUCXOAUTD Iopa-
>KeHUe JIETOYHOJ TKaHU, Ce/Ie3eHKN U IedeHN, KOCTel ¥ MATKUX
TKaHell. Peffko mponcxonut nmopakeHme KOCTHOTO MO3Ta, CylIie-
CTBYIOT HEMHOTOYJC/IEHHbIE OIMCAHMS BOBI€YEHNA B IIPOIiecc
DX, HHC. Paciipoctpanenssre (IIB-1V) cragun 3aboneBanus
TpeOyloT 6o/iee MHTEHCUBHBIX PEXMMOB IOMUXMMIOTEpa-
iy, 4yeM nokanusoBadublie (I-1IA), HO MMEHHO TaKOI ITOIXOL
HO3BOJISIET IIONYYUTh 14-7IETHIO OOILIYI0 BBDKMBAEMOCTb Y
97,7+1,3% 601bHBIX fake ¢ mo3mHuMu ctagyuamu JIX [9, 10].

HexomxkuHckie mMME@OMBI Yallle JMAaTHOCTUPYIOTCA y Je-
Tell crapuie 5-6 JeT ¥ XapaKTepu3yITCs MOPaXKeHMEM IEpU-
(epudecKyx U MeSMACTHHAIBHBIX TMM(ATIIECKUX Y3/I0B, TH-
MYCa, OPTaHOB XKeTyZOYHO-KUIIEYHOT O TPaKTa, MATKMX TKaHel,
Konbla IInporosa-Banbpeitepa, KoxKu, KOCTell, TeYeHN, IMYKa,
MOJIOYHBIX JKeJIe3 U JPYruX opraHoB. CMMITOMBI IIPY HEXOZX-
KMHCKUX /MMQOMaxX 3aBUCSAT OT IIEPBUYHOI JIOKAIM3aINu
OIIYXO/M U CHABJIEHNUs COCENHMX OpPraHoB. B OpromrHoIl momo-
CTU TIepBUYHAA OIYXOJIb Yallle BCETO JIOKaMM3yeTcs B 06/1acTu
MJIEOL[EKAIBHOTO YITIA, YTO BBI3BIBAET HEPUOAMYecKye 6o B
JKMBOTE, NTOTEPI0 aIIIeTUTA, TOUIHOTY, yBeIMYeHNe XUBOTA B
o6beme. [Ipu ocMoTpe U HabIALUM MOXXHO OOHAPYXXUTD Ha-
JIMYMe aclMTa, YBeIUYeHe pasMepoB IeUeHM U Celle3€HKM, a
TaKKe OYrpUCTYIO, IVIOTHOIACTIYIECKON KOHCUCTEHIIUN OIIy-
XOJIb, KOTOPas B HEKOTOPBIX CTy4asX MOXKeT BbI3BAaTb KUILIEY-
HYIO HEIIPOXOAMMOCTb. B ¢Bs3Y ¢ MHPMIBTpUPYIOINM, arpec-
CMBHBIM POCTOM OIYXONMM BO3MOXKHa Iepdopauus CTeHKU
KMIIKY C HOC/IEAYIOIMM PasBUTIEM IIEPUTOHUTA Y KPOBOTEYe-
Hust. [Ipu pacmpocTpaHeHHBIX GOpMAx MOPAXKAIOTCS KOCTHBII
mosr n ITHC. B cryyaax nmokanmsauum OMyXONM B CpefocTe-
HIU O4YeHb OBICTPO PasBUBAIOTCS KOMIIPECCUOHHBIN CUHIPOM,
w1eBpuT. IIpy MyHKIMM IJIeBpaIbHO IOIOCTH B IIJIEBPa/IbHOM
KUJKOCTY OOHAPY>KMBAIOTCs ONMyXOJeBble KIETKH. [JOBONTBHO
vacTo mMdoMa IIopaxkaeT HOCO- ¥ POTOITIOTKY, HOCOBBIE ITa3y-
XU, OCHOBAHJ€e Yepera, BbI3bIBasl IIPU 9TOM 3aTPyHEHME HOCO-
BOTO [IBIXaHNs, [JIOTAQHNMS, @ TIPY PACHPOCTPAHEHHBIX PopMax
- acukcuio, 4To TpebyeT MpOBefeHNs IKCTPEHHOI TPaXxeoCTo-
Muu. XapaKTepHO OBICTPOe U arpecCcHBHOE TeUeHNe ¢ HapacTa-
HIEeM SBJIeHiT o61eit MHTOKCuKanmm [11, 12].

KiuHndeckne CMMOTOMBI IPM OCTPBIX JeifKo3ax obuiue:
cy6debpunutet, cMabocTh, BANOCTD, CHIDKEHME ANIMETUTA, B
Ja/IpHeIIIeM IIOSIB/ISIOTC 6O/MM B KOHEYHOCTSX M CyCTaBax
(3a cuyer wHOWIBTPALMM HAZKOCTHMUIBI JIEMKEMMIIECKVMMU
KJIeTKaMIu), 671efHOCTh KOXXHBIX IIOKPOBOB 1 C/IM3UCTHIX 000-
JIOYeK, YBEIMUMBAIOTCA pas/IMyHble TPYINIIBI MUM(ATUIeCKNX
Y3J10B, pa3BUBAETCsA FeMOPPArMyecKmii CMHAPOM — 3KXMMO3BI,
IIeTeXMM, TeMOpparuy Ha Ko>Ke, JHaHTeMbI B ITIOJIOCTH pTa, KPo-
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BOTOYMBOCTDb C/IMBVCTBIX O0ONOYEK, CHOHTAHHbBIE OOVIbHbBIE
HOCOBBIE KPOBOTeYeHMs, MOKeT ObITh remarypus. Hambormee
TsDKe/ble (pOPMBI TeMOPPArndeckoro CMHAPOMa — KPOBOW3-
NUSTHUA B TOMOBHOJ MOST. VIHOTZa Ha KOXe 1 B IOJKOXKHO-
JKMPOBOIT KJIeTYaTKe IOSBIIATCA BHEKOCTHOMOSTOBBIE IIPO-
ABJIEHUA OCTPOTO JIeiiKo3a — JIeliKeMUJbL. B pefkux cmydasax
nmeerca nopaxenue ITHC (neiiponeiiko3) - pa3BUBaeTcs
KIMHMYeCKas KapTMHA MEHMHTUTA, MeHUHro9HLedannTa, 9H-
nedanuta, AnsHIE(ATBHOTO CUHAPOMA C COOTBETCTBYIOLIEI
KIMHUYECKON M HEBPOJIOTMYeCcKoil cuMIToMaTukoil. Tarke
K BapMaHTaM 9KCTPaMeRy/UIAPHOTO IOPaXKEHMs IPY OCTPBIX
JIeiIKO3aX CIefyeT OTHECTH CIel(UUecKy0 MHPUIbTPALINIO
roHap (4ame simdyek). OTIMUNUTENBHOI 0COOEHHOCTHIO OCTPOTO
MIEJIONJHOTO JIeJIKO3a AB/IAETCA BOBJIEYEHME MATKUX TKaHelt
OpOUTBI, CIU3UCTOI 0OOTIOUKM a/TbBEOISPHBIX OTPOCTKOB Ye-
JIIOCTeIt, a TaKkoKe MIPUCYTCTBME Ha MOMEHT JIMaTHOCTMKM OdYa-
roB MHpeKUNHM (THeBMOHUM, TAIMOPUTHL, Py PYHKYIIBI).

CBoeBpeMeHHas [UarHOCTMKA OCTPBIX JIEKO30B (C BKITIOYe-
H1teM MOP]OIornuecKoro, MMMyHO()EHOTUIINYECKOTO, LIUTOTe-
HeTUYECKOTO ¥ MOJIEKY/IAPHO-OMOIOTMYeCKOT0 MCC/IeOBaHMIA
KOCTHOTO MO3Ta) TI03BO/IAET HayaTh JiedeHle B MaKCMMATIbHO
KOPOTKMe CPOKM U JOCTUYb ITOoKasaTesneir 10-meTHeit o61eit
BbDKMBaeMoCTH ¥ 90,4+2,6% 6onpHbIx [13, 14].

IIpy BpOX/IEHHBIX OIYXOIAX, TOKAMTU3YIOIUXCA B 00Ia-
CTH TOTIOBBI M HIEe, II0 Mepe IPOrpecCUPOBAHNUS Pa3BUBACTCS
achuKCs, HAPYIIAIOTCSA aKThl COCAHMA U [JIOTaHWs, YTO, 6e3-
YCTIOBHO, SIBJISIETCS TIOKa3aHMeM K 9KCTPEHHOMY OIlepaTHBHO-
MY BMeIIATeNbCTBY.

IIpn permHOOMacTOMe, KaK IpPaBUIO, HEIOCPECTBEHHO
Cpasy mociie pOXXAEHNUSI MO>KHO BBISIBUTh aMaBpo3 (CHMIITOM
«KOIIIAYbero I71a3a») — CBedYeHNe 3padKa, YTO TaKXKe TpebyeT
KOHCY/IbTallMN [IeTCKOTO OHKO/Iora. XapakTepHo 6eroe, a He
KpacHoOe cBedeHMe I1a3a Ha poTorpadusax co BCIbIIKOIL. [Ipy-
rUe TPEeBOXKHbIE CHMITOMBI: pe3KOe CHIDKEHNe WIM IOTeps
3peHMs, ABOCHME, OSBIICHNe KOCOITIasNs.

ITpu pasBuTM omyxoneil B 0671acTH BOTOCUCTOI ¥ THIie-
BOJI JaCTU TONOBBI IIPVM3HAKM OYEBUIHBI M NPOABIAIOTCA B
BUJIe aCHMMETPUM Pa3NUYHbIX aHATOMUYECKUX OTHETIOB, Je-
¢dopmanuit, JOIOTHUTENPHOTO OObeMa TKaHel, YBelTuueHNs
MMM$aTUIeCKIX Y3/I0B IIen. ITO MOTYT OBITb MIPOSIBIIEHNS KaK
LepPBUYHOI ONMYXO/N, TaK ¥ METACTa30B, 0COOEHHO PU [VC-
CEMUHMPOBAaHHOI HeJPO6IacTOMe, COIPOBOXKAAIOIIENCS BbI-
paXKeHHBIM 3K30(TanbMoM, fiepopMalmeil KOCTeil yeperna 1
nmieBoro ckenera. HeitpobmacToma, ToKaaM3yomasacs B 06ma-
CTM e, 4acTO COMPOBOXKAAeTCA cuHApoMoM TopHepa (mTo3,
MI103, 9HO(Ta/IbM) Ha CTOPOHE TIOPAXKEHN.

Cpenn omyxoneit JIOP-opraHos npeo6nafjaloT capKOMBI
MATKUX TKaHell. [lepBble MpK3HaKy 3a060/IeBaHUA CUMYIUPY-
10T TedeHMe pecnupaTopHO-BuUpycHOI nHekuun. CBoeBpe-
MEHHasl [MarHOCTVKA CapKOM MATKMX TKaHell C MOpaXeHueM
JIOP-opraHoB BecbMa CI0XKHas, 0COOGHHO B PaHHEM JJeTCKOM
Bo3pacTe. Y fleTell 60Jee CTapIIero BO3pacTa U IOAPOCTKOB
[aHHas JIOKaIM3alMsl CTAHOBUTCA Oosee JOCTYNHa /sl 06-
CIefloBaHMs, OfJHAKO OO/IbIIOE KOMMYECTBO «MAaCOK» — OCTpas
pecnmpaTopHas BUPYCHas WHQEKINs, afeHOUAUTDI, OTUTHI,
TOHSVW/UINTBI, Ha30(apUHIUTBI, CUHYCUTBI, IUMQaTeHUTHI
U T.1. — AB/IAETCS MPEMATCTBMEM K IIPaBUIBHOMY U CBOEBpe-
MEHHOMY YCTaHOBJICHUIO IMarHo3a.

HasocdapunreanpHas KapITHOMa, OITyXOJIM C JIOKa/Tn3alyert
B IIOJIOCTY HOCA U MPUIATOYHBIX MAa3yX KIMHUYECKU Mpe3eH-
TUPYIOT HapylIeHreM HOCOBOTO JbIXaHMs C OffHOI WM 00eux
CTOPOH, TIOSIB/ICHNEM C/IM3MUCTBIX, 3aTeM T'HOIHBIX, FeMOpPparu-
4eCKMX BbIJI/ICHNIT, MHOT/IA IePCUCTUPYIOLMX KPOBOTEYEHMIL.
ITo Mepe mporpeccupoBaHUA OIYXOMN MIPOUCXOFUT fedpopMa-
LMs /IMLA, HOJIOCTY PTa, CMellieHe ITIa3HOTro sA0/10Ka, B 3aBH-
CUMOCTHM OT IIePBUYHOI JIOKQIM3aLMY ¥ HAIPAB/IEHNUS POCTa
OITyXO/IM, BOSHMKAET perroHapHas MMMdaeHOIaTHA.

Il omyxoneit opOUTBI IpK OCMOTpe obpalaoT Ha cebs
BHYMaHMe 9K30(Ta/IbM MM CMelleHMe I7Ia3HOro s6710Ka B
IPOTUBOMOMIOXKHYI OT MCXOFHON JIOKaIM3AIL[Uy OIIyXOIU
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CTOPOHY, AMUIUIONNSA, CHUDKEHNE OCTPOTHI 3PEHNs, TOOBHAS
6071b.

B cBs3M ¢ TOKaMM3anMer OMyXo/IM HApY>KHOTO yXa He IIpefi-
CTaB/IAIOT 3HAYMMBbIX TPYJHOCTEN /I IMAaTHOCTUKM, B OT/INYME
OT HOBOOOPA3OBaHMII CPENHEr0 yXa, BCTPEYAIOLIMXCS vallle
y meTen 3-6 jIeT, KOTOpbIE He MOTYT ONMCATh U [ETanu3Upo-
BaTb CBOY XaJI0OBL. IIpy pacronoXeHUn OIyXOlN B CPefHEM
yXe JMarHo3 CTaBUTCS, KaK IPaBUJIO, HA 9Talle BOB/IEYEHU B
IIPOLIECC YEPETHO-MO3IOBBIX HEPBOB, KOIZIa Ha IEPBbIii I/IaH
BBIXO[UT HEBPOJIOrMYecKass CUMITOMATMKA WM KOIZia OIy-
XOJIb BU3YaNM3UpPyeTCsA B Hapy>KHOM CITyXOBOM IIPOXOfie IIpu
OCMOTpeE.

Paxu II[JK xapakTepusyroTC TOPHUHBIM TEYEHMEM, U
TOMBKO MPOdUIAKTIIECKOe 00CIefoBaHNe, TPOBEfeHNe TIPU-
LIe/IHOTO Y/IbTPa3BYKOBOTO MCCNENOBAHMA IIeM MOTYT BbIA-
BUTb y3710Boe 06pasosanue B lIDK. KnmnHuueckn mpu ocMorpe
BbLAB/IAIOTCA fepopmanus B mpoekunu DK u yBenuueHHbIe
nuMpaTIdecKe y3bl ¢ OGHOI nn obenx cTopoH uren. B oco-
60 3aIyILIEHHBIX CIyYasX MOTYT OBITb HapyLIEHMs TOMTOCO-
06pasoBaTenbHOM QYHKIMNM 38 CYET BOB/IEYEHNSI B OIyXOJIe-
BbIli IIPOLIECC BO3BPATHOTO HEPBaA.

CapKoMbl KOCTell yallle BCTPEYAITCsA Y MOAPOCTKOB IIpe-
U my6epTaTHOTO BO3pacTa, KOIfa IPOMCXOAUT MHTEHCUBHBII
poct ckenera. JIOBONBHO 4acTO MPOBOLUPYIOLIMM (HaKTOPOM
PasBUTUA OCTEOCAPKOMBI MU capkoMbl FOMHra MoXeT ObITb
TpaBMa. Hallje Bcero Ipu ocTeocapkoMe OIYXOJIeBblit IIpoliecc
JIOKa/IN3yeTCsi B TPYO4aThIX KOCTSX. [Ipit 0cMOTpe 0TMeYatoTcst
00/1e3HEHHOCTb, IIPUIYX/IOCTb B IIPOEKINH OIIYXO0/IEBOTO I10-
pakeHnsA, XpoMoTa. Bce aTu mpusHaKky JO/DKHBI BBI3BATDb Hac-
TOPOXXEHHOCTb nefuaTpa. CapkoMa IOuHra nmopaskaet rmiockue
KOCTY M/ MATKME TKaHu. KnuHmdeckme cuMITOMBI CXOfIHBI C
TeueHMeM CapKOMbl MATKMX TKaHeil 1 Kocteil. Kak npasuro,
MOSIB/IAETCA IOBOJIBHO MHTEHCUBHBINI POCT MATKOTKAHHOTO
KOMIIOHEHTA OITyXO0JIN, Ae(OPMUPYIOLINII Te VIV HBIE OTHE/bI
B NIPOEKLMY JIOTIATKY, KOCTEil Ta3a, I03BOHOYHMKA, TULEBOr0
CKeJIeTa, Pa3BUBACTCs OOIEBOIT CHHAPOM.

Cpenu omyxoneii ¢ mopa)keHueM OPraHOB IPYAHOI MOIO-
CTHM B [IeTCKOM BO3pacTe Yallle BCer0 BCTPEYAIOTCA Heilpob-
JTACTOMBI, PacIo/ararluecs B 3afiHeM cpeflocTennu. Ilepennee
cpemocTeHne — 30Ha noKanusanyy npu JIX ¥ HeXOmKKMHCKUX
nuMmdomax. Peko AMarHoOCTUPYIOTCS 37I0Ka4eCTBEHHbIE TYMO-
MBI 3a cYeT c/laB/IeHNs Mar¥CTPaabHbIX COCYIOB U [IbIXaTe/lb-
HBIX ITyTell pasBMBAeTCA CHHAPOM KoMIpeccuu (TIOSABIeHME
YCUTIEHHOTO BEHO3HOTO PUCYHKa Ha IepefHelt CTEHKe TPyJHOMI
KJIeTKM, Kallle/Ib, OffbIlIKa). OMmyXxo/eBble MOpaXKeHNs Ha Iep-
BBIX 9TallaX MMEIT 6eCCHMITOMHOE TedeHue, BIIOC/IENCTBIN
HOSIB/ISIIOTCS. 3aTPy/{HEHME NBIXaHUS ¥ Kalllelb, 00YC/IOBIeH-
Hble C/IaBJIeHMeM TpaXxeyu U IJIaBHbIX OPOHXOB, IIpU HEJpoO-
6/1acToMax 3a C4eT OITyXO/IEeBOTO POCTa BO3MOXKHO IOSIBIICHME
medopmanyu B peOepHO-IO3BOHOYHOM Iy, YBeludeHye
nuMaTIYeCKUX Y3/I0B Ha liee, IosAB/IeHne cunapoma [opHepa
Ha CTOPOHE MMOPa’KeHM .

Heijipo6macTomMa ¢ ToKannsanyeii B 3a0pIOMIMHHOM IPO-
CTPaHCTBE MOXeT ObITh BPOX/JEHHOI, HO Yallle AUATHOCTUPY-
erca y fieTeit B Bospacre or 1 fo 10 net. IIpu ocmoTpe oTme-
JaeTCs JIOKajIbHas AedopMalyisi OTHON M3 MOJMOBUH XXMBOTA,
OIIyXOJIb MOKET IIPOPACTaTh B MATKME TKaHM CIVHBI M CIIMH-
HOMOS3TOBOJ KaHa/ll C pasBUTHEM COOTBETCTBEHHO YPOBHIO
MIOpa)KeHMsA HEBPONIOTMYeCcKol cumnromaruku. IIpu pmcce-
MUHALNA HEPOOIACTOMBI IPOMCXORUT HOPaXKeHNe KOCTHOTO
MO3Ta, PeTMOHAPHBIX TNM(ATUIeCKIX Y37I0B, TeYeHN, KOCTHOI
crcTeMbl (B 4aCTHOCTH, KOCTell yeperta). Kpome BpipaskeHHOTO
OOC y pebeHKa MOTYyT BOSHUKHYTb BereTaTVBHBIE Hapylie-
HIUS B BUJie IPOQY3HBIX I0TOB, 3IM30/0B ITOBbILICHN apTepH-
aJIHOTO JaB/IeHNsA (KaTeX0lIaMUHOBbIE KPU3BI), IPUITYIICHNA
CepHeYHbIX TOHOB, TAXMKapAUNL.

ITpu HedpobIacToMe OOIIIE CMMITOMBI BBIPa>KeHbI HE3Ha-
YNUTENbHO, U TeAUaTPy HeoOXOAMMO obpaljaTh BHUMaHIE Ha
BO3MO>KHbIE flehopManuy B IIPOEKLNHU HepefHeit 1 60KOBBIX
CTEHOK OPIOIIHON IOJIOCTY, BHYMATEIbHO IPOBOANTD I1alb-
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ITALYIO, IIPY KOTOPOIT MOXKHO BBISABUTH OYIPUCTOE IJIOTHOIIA-
CTMYECKOIl KOHCUCTEHIMN 00pa3oBaHiue B OffHOIL U3 IIOTOBUH
xmBora. Yaiie Bcero Bo3pacT peGeHKa COCTaB/sIET OT 3 1O
7 net. [JoCTaTOYHO YacTO Ha MPU3HAKY OIyXO/mu mpu Hedpo-
6macToMe 0OpallalOT BHUMAaHNMe PORUTENN IPU KYHaHUU pe-
OeHKa WM HMPOBeleHNUM IerKoro Maccaxa. Ilo Mepe mporpec-
CUPOBaHMs OIYXOJIEBOTO IIPOLlecca IPUCOENMHAIOTCS 60IeBOil
CUH/IPOM, MMKPO- ¥ MAKPOTe€MaTy pusi, CBULETE/IbCTBYIOLINE O
BO3MOYKHOM IIOAKAIICYJIbHOM PaspbIBe OIyXO/MU U IIPOpacTa-
HJU [IOYEYHOIT IOXaHKI.

3710KavYecTBEHHBIE OIY X0/ TOTIOBOJ CUCTEMBI OY€HD JACTO
CoYeTaloTCsA ¢ mopokamu passurys. Hanbonee yacTole mokanmm-
3aI1J TePMUHOTE€HHBIX OIYXOJIell — SMYIHUKI, SUIKY Y KPeCT-
IJ0BO-KOIT4MKOBasi o6mactb. Hepeako mpu repMuHOTEHHbIX
OIYXOJISIX Ipoucxoaut nopaxenne crpykryp IJHC, opranos
CPefOCTeHNsl, 3a0PIOLIMHHOrO IPOCTPAHCTBA M BjIarajMIIa.
Omnyxony AMYHUKOB, KaK IIPaBUIIO, AMATHOCTUPYIOTCS Y fEBO-
4eK-IIOf;POCTKOB, MPOSIBISIOTCA OOMAMM B HIDKHUX OT/eNax
XKMBOTA, BO3MOXKHA fedopmarms Haprob6koBoit obmacTu, a
IpY HajIbIIALNY YAAeTCS OMpPEefeTnTb OKPYI/Ioe, HEOFHOPOA-
HOe I0 IUTOTHOCTH, JIETKO cMeliaeMoe 00beMHOe 06pasoBa-
Hite. ITo Mepe pocTa OIYXO/IM BO3MOXXHO IIOSIB/IEHVE Pa3pbl-
BOB, (OpPMUpPOBaHNE IIEPeKPyTa SNYHUKA, YTO OIPeRessieT
K/IMHNYECKYI0 KapTUHY «OCTPOro >KMBOTa». B cnydasx 3mo-
Ka4eCTBEHHBIX OIYXOJIeil sIMYKa IPOUCXOFUT OFHOCTOPOHHEe
yBe/M4eHne B 06beMe MOLIOHKY, YIVIOTHeHe U AedopMarus
stmaka. OIyX0/Ib IPMHMMAIOT, Yalile BCEro, 38 BOASIHKY sSMYKa
M HANpaB/IOT pebeHKa K feTckomy xupypry. Cienyer mom-
HITb O TOM, YTO OITYXOJIV ITO/IOBBIX OPTAHOB B 3aBUCYMOCTH OT
TUCTONIOTMYECKOI IIPUPOABI MOTYT BBI3BIBATD 3a[EPXKKY MIIN
YCKOpeHIe MOJIOBOTO pasBUTHUsL peOeHKa, 4TO BefleT K HeCOOT-
BETCTBUIO €r0 GMOJIOTIIeCKOMY BO3PACTY.

ITpu 3HO Brara/mina mosiB/IsIeTCs Oy X0/IeBasi Macca B ITpef-
ABepuM BJIara/ININA, VIMEIOLIasi, KaK MPaBWUIO, IPO3JIEeBULHYIO
¢dopmy. Passutre 60/1e3HM CONPOBOX/AAETCS KPOBSHMCTBIMU
BBIfIe/IeHISIMY, TIPY PacIafie OIyXO/M MPUCOEVHSIIOTCS BOC-
A/ TeNIbHbIe M3MEHEHIsI, CIOHTaHHble KpOBOTedeHNs1. MoryT
OTMeYaTbCsl AV3ypUUYeCKNe IPOSBIEHMs 3a CYET CHABICHVS
OITYXOJIBIO YPeTPBI 1 MOYeBOro myssips. Hamo sameTnts, 4T0
HeTM ZOCTATOYHO YACTO CKPBIBAIOT OT PORMTENIEN KamoObl 1
CUMITITOMBI, KOTOpble OTMEYAIOTCS IIPY PasBUTUY OIIyXONIeil B
006/IaCTH ITOTOBBIX OPTAHOB ¥ MOJIOYHBIX JKeJIe3.

Onyxonu neyeHM IIpefCcTaBIeHbl B JeTCKOM BO3pacTe mpe-
UMYIECTBEHHO JBYMSI HO30JOTMYECKMMI BapMaHTaMM — Te-
aTo6/1acTOMOI (pasBMBAETCS Y HeTeil PaHHEro BO3pacTa) M
reIaTOLe/UII/IIPHON KapLMHOMOI (AMarHOCTUPYETCs Y AeTei
5-12 net). IIposBNAI0OTCA HOBOOOPa30BaHMA IIEYEHN yBeIMYe-
HIteM 06beMa KMBOTA, YCUIEHVEM BEHO3HOTO PUCYHKa Ha I1e-
pernHelt OPIOLIHOI CTEHKe, IelaToCIUIEHOMeranell, acCliyITOM.
ITevyeHp mpy manbHaLUy CYLIECTBEHHO YBEIMYEHA VI MOXET
OIPENeNATHCS B CPefHEM OT/iele OPIOIIHOI IIOTI0CTY, ITOBEPX-
HOCTb ee IIOTHas, Oyrpucras. Obliee cocrosiHMe pebeHKa
JOCTaTOYHO JJO/ITO€ BPEMSI MOXKET OCTAaBAThCSI OTHOCUTENIBHO
YAOBIIETBOPUTENIbHBIM, VM IIOZO3PEHME Ha OHKOJIOTMYECKUil
IPOLIECC BO3HMKAET C YBEMMUYEHNsI B 00'beMe XKIUBOTA.

ITo TMCTONOrMYEeCKOMY HMPOUCXOKAEHNUIO OIMYXO/IV MOYEBO-
O Iy3bIpsl Yallle BCETO IPefCTaB/IeHbl PabIOMIOCAPKOMAMIL.
BonbHbIe IpeXbsABISAOT )XAM00bI HA 3aTPYAHEHHOE 1 YYAIIeH-
HOe MOYENCITyCKaHue, TOsIB/IEHIie KPOBY B MO4e, 60/1ell BHU3Y
XKUBOTa, CybdebpunuTer. [laHHbIe 5kamo6bl HeCIEIVIPUIHBI U
XapaKTepHbl /I APYIMX OIyXOJIeli, paclo/IOXKeHHBIX IIpeca-
KPaJIbHO, B MA/IOM Ta3y, BHE MOYEBOTO Iy3bIps (Ipecakpab-
HblE TepaTOOIACTOMBI, HEPOOIACTOMBI M CAPKOMBI MSTKUX
TKaHel1).

JduarHo3pl u cuMITOMBI 3a00/NeBaHuUs, TpeGyrouye
KOHCYIbTalMy GOIbHOrO peGeHKa y AeTCKOIO OHKOIora/
reMaronora:

e ABHDbBIC NN BepOHTHbIe CUMIITOMBI 3/7I0OKQYE€CTBE€HHDbIX OHy-

xo71eit (reMo6/1acTO3bl, COMU/HBIE OMYXOIN);
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« 320071€BaHMs HEYTOYHEHHOI'O/HEsICHOTO TeHe3a, IpOoTeKa-
IOILYIE C JUINTEIbHO TMXOPaKOil, CHYXKEHMEM MacChl Tela,
yBenudeHneM o6beMa JKMBOTA, MeYeHN /WU Cele3eHK,
nporpeccupyomell mMMdaaeHoNaTueil, aHeMIel, TuIep-
JIeJIKOLIUTO30M, TMM(OLUTO30M, HOBbILIEHUEM CKOPOCTI
OCeNaHMsI SPUTPOLNTOB, CYCTABHBIM CHHIPOMOM;

* JacTble 60/ B )KMBOTE HEsACHOTO TeHe3a;

o MMMQaneHoNaTuA pasINYHOl IOKaTN3aIny;

o MacCTOIATIS;

« Heilpo¢pubpomMaros;

« y3noBble o6pazoBanus IIDK;

o MSITKOTKaHHble O00pasoBaHNs HEYTOYHEHHOIo/HesICHOTO
reHesa;

* OCTEOXOH/IPOMBI, 9K30CTO3B;

* HEBYC IVICITIACTUYECKIIL;

* OIIyXOJIeBbIe 0OPA30BAHS IMYHUKOB;

o T€MAHTIOMBI 1 TMM(paHIVIOMBI.

BepoATHOCTb OWMOOK B AMATHOCTHUKE 37I0KaYeCTBEHHBIX
OITyXOJIelt y fleTell BecbMa BeMKa, M YaCTOTA NMOCTYIUICHUS
HeTell B OHKOJIOIVMYECKMII CTAlMOHAp C PaclpOoCTpPaHEHHBI-
MU CTagusMu 3a0071eBaHus, OOMBIION OMYyXO/IeBOM MAccCoil,
PErMOHAPHBIMU ¥ OTHA/IEHHBIMM MeTacTa3aMM [OCTUTAET
70-79,7% [15]. JlokanusoBauHble GopMbl 3a60/IeBaHMsA KOH-
CTaTUPYIOT NLIb § 23,4% Bcex OO/MBHBIX.

IIpuynHbI MO3HEN AMATHOCTUKM 3/I0KaYeCTBEHHBIX OIY-
XOJ1elt y AeTell pa3MYHbL. DTO ¥ BBICOKAsA aKTUBHOCTD KJIETOK,
00yc/IoB/IeHHasA OMONMOTMYEeCKMMM OCOOEHHOCTAMM 3/I0Kade-
CTBEHHBIX OIIyXOJIeil y fieTell, XapaKTepuU3yIoIasicsi KpaTKo-
CTBIO JIATEHTHOTO IePHOfia OT MOMEHTA BO3HUKHOBEHNS OITy-
XONMM [0 TOSABIEHMs IHEpBbIX CUMIITOMOB 3abo/eBaHMsd, He
IpeBBIIIAoONIell B CpeflHeM 9 Mec, [0 CPaBHEHUIO C OMYXO-
JISIMM Y B3POCTIBIX, Y KOTOPBIX JIATEHTHBII HEPUOK JOCTUTAET
HECKO/IbKUX JIeT (B cpefHeM 2 Tofia), a TakKe ObICTPbI pOCT
OITyXO/N, TeMaTOTeHHOE MeTaCTa3!pOoBaHue, CyOKIMHIIeCKe
MeTacTasbl Ha PaHHUX CTagusAX OOIE3HM.

HrpaioT ponb B IO3[HEI IMATHOCTUKE U ICUXONOTMYECKUe
(dakTOpHI: HETaTUBM3M, O0S3HD — COKPBITIE JKANM00 U CUMIITO-
MOB TaI[VIeHTaMM, C OJHOJ CTOPOHBI, M HeCcepbe3HOe OTHOIIe-
HIte PORUTeTIEN K XanobaM peGeHKa, C APYroil CTOPOHBDI, KaK
IHOIIBITKA ONPaBJaTh HeXXellaHye VAT B JeTCKUI Cafl, LIKOIY.
Takxxe ompefie/leHHOe 3HAa4YeHME MMEIOT M COLMAjIbHbIE IIPO-
6mempl. Ho OCHOBHBIMM NpUYMHAMY 3allyLIeHHOCTM (CBBIIIE
65%) SIBIAIOTCA OTCYTCTBUE OHKOIOTMYECKOI HACTOPOXKEHHO-
CTH Y Bpadeli IIepBOTO KOHTAKTa, BpadeOHble ook [16,17].

HermpaBuibHO YCTaHOB/ICHHBIII AMArHO3 IPUBOANT K 3aIy-
eHHOCTH GoTIe3Hy, IpobreMam Ipy MPOBETEHNN CIeLNalb-
HOTO IPOTMBOOIIYXO/IEBOIO JIeYEHNs, 3HAUMTENbHO CHIDKAs
ero a3 PpeKTUBHOCTD, YBeMNUMBAsA MHBATMIM3ALVIO MIAI[YIEHTA.
Pe3y/nbTaThl JledeHNs 37I0KaYeCTBEHHDIX OIYXOJIeil HaXOATCS
B IIPAMOIT 3aBUCUMOCTH OT BpEeMeHY IOCTaHOBKY INarHo3a.

MpodunakTuka

Bonpocsl npoduIaKTUKY 310Ka4eCTBEHHBIX OIyXOJIeil y fie-
Tell ¥ IIOAPOCTKOB CK/IA/IBIBAIOTCS 13:

1) BBISIB/IEHVSI CEMEITHOM IPeNPaCIOIOKEHHOCTU K HEKOTO-
pbIM BapMaHTaM OIyxoeii (peTuHoOIacTOMa, Heltpodubpo-
Maro3);

2) aHTeHATa/IbHOI OXPaHBI 3[OPOBbs IUIOfA 3a CUET YCTpa-
HEHNMA BO3MOJKHBIX INOTEHIMAJIPHO KaHIIEPOT€HHDIX BOSHCI“/I-
CTBMII (XMMMYECKNUX, (pusndecKux, paguanoHHbIX, 6yonoru-
YeCKNX) Ha OPraHu3M GepeMeHHO YKEeHIIMHbI;

3) ymaeHus MO IOKa3aHMAM HOOPOKaIeCTBEHHBIX OIyXO-
et ABOLMXCs pakTopoM pucka passutus 3HO: HeBycoB,
Hellpop1bPOM, 0CTEOXOHAPOM, TEPATOM;

4) caHaI[U¥ 0YaroB XPOHMYECKOTO BOCIIaIeHN.

CBoeBpeMeHHas [JMarHOCTMKA CUHAPOMOB C BBICOKMM pU-
CKOM Ma/IMTHU3aUUN U KIMHNUKO-TEHETNYECKOE Ha6)'HOHeHI/[e 3a
InnamMmn mn3 «I‘pyHH OHKOJIOTYECKOI' O pI/ICKa» IIO3BOJIAIOT BbBIA-
BUTbH OIYXO/Ib Ha PaHHel CTafuu 3a60/IeBaHMs, YTO [IOBBIIIAET
Pe3y/IbTaTMBHOCTD JIeYeHsI M Ka4eCTBO JKM3HY MalieHTos [18].
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Puc. 2. «<CBeTodop» 3HO y pe6eHKa (BcemmpHas opraHnsauyus
3ApaBOOXpPaHeHuA).

OAuH U3 cnepyowmx NPU3HaKoB:

® BecnpuyvHHas n1xopaaka B Te4eHne
7 DHen

© TonoBHasi 60/b: NEPCUCTUPYIOLLAS
WM NOCTOSIHHAS, YXYALWAOLWAACa HOYbIO
1 COMpPOBOXAAIOLLAACS PBOTOMN

* Bonn B KOCTSIX, HapacTaloLye B nocnegHue
mMecsLbl

e leTexvu, KPOBOTOUMBOCTb

® BbipaxeHHas 61egHoCTb

* Jlelikokopus

¢ TNosiBMBLLEECS KOCOTrNIasne

® AHVMPVAMS (OTCYTCTBME peakLmy 3payka
Ha CBEeT)

¢ KpoBousnusiHve B rnas

® BbinageHve rnasHoro s6aoka

¢ Jlumdoyanel 6onee 2,5 cm B guameTpe,
nnoTHble, 6e3601e3HEHHbIE, AINTENBHOCTbL
6onee 4 Hep,

* HapacTtaHue HeEBPOIOrnyeckomn
CYMMNTOMATUKN

¢ [Manbnupyemble Macchl B GPIOLLHOM
nonocTu

¢ [enatomeranvsi Uv renatocnieHoMeranms

* O6pasoBaHe(s) B APYrvx 4acTax Tena
6€3 Npy3HaKoB BOCMANEHNS UV TPaBMbI

Bbicokuii puck 3HO!
TpebyeTcs pelieHne
BOMpPOCAa O CPOYHONA
KOHCynbTaumum

B CMeLmanM3npoBaHHOM
LeHTpe

OAVH 13 cneayLWuX NPM3HaKoB: Puck 3HO
¢ MoTepsa anneTuta B nocneaHue 3 Mec Tpebyetcs
* [loTeps Maccobl Tena B nocnegHve 3 Mec noo6cnenoBaHve

© CMHOPOM XPOHUYECKOI YCTanocTu
B nocnegHvie 3 mec

® MOTAMBOCTb MO HOYaM 6e3 BbIpaXXeHHON
NPUYNHBI

* YMepeHHas 61e0HOCTb

¢ BonesHeHHas nuMdbaneHonaTns MeHee
4 Hep, nuMdoy3nbl MeHee 2,5 cm

TCYTCTBYIOT YKa3aHHbl€ Bbille NPpU3HakKu

BaKHBIM MeXaHM3MOM NpPOGUIAKTUKY HAC/IEe[CTBEHHBIX
¢opm onyxomu sBnsercs JHK-amarHoctuka ¢ uenpio BbI-
ABJI€HUsA HOCUTE/IbCTBA IIATONOTMYECKMX MyTalMii TeHa
y TIOfa B CeMbAX OHKOJIOTMYECKOro plHcKa. [lopofoByio
JHK-1arnocTuKy IpoBOAAT 10 K/IETKaM, IIOTyYeHHBIM TP
6uoricuy BopcuH xopuoHa Ha 9-10-i Hefrene 6epeMeHHOCTIL.

ITepBocTeneHHOE 3HaYeHME B TPOGIIAKTUKE U CBOEBPEMEH-
HOI IMaTHOCTHKe 3710Ka4eCTBEHHBIX OITyXOJlell Y eTeil MMeIoT
IPUHIMIIBI MEIUKO-T€HETUYECKOTO KOHCYIbTUPOBAHNA U JMC-
IaHCepU3alyM, KOTOPhIE BKIIOYAIOT 3 3Tama:

I sTam - reHeTHMYECKUIT CKPUHMHT (BBISB/ICHNE U PeruCTpa-
LU OTATOLIEHHbIX B OTHOIIEHM! Pa3BUTHA OHKOMOIMYECKUX
3a00/1eBaHMII ceMeit);

II sTan - reHeTMYeCKOe KOHCY/IBTUPOBaHME (OIpefeneHue
TeHEeTMYeCKOTO [IMaTHO3a C IpUBJI€YEHMEM BCEro apceHala
COBPEMEHHBIX METOfIOB IMarHOCTUKM, BKmodass NGS - next
generation sequencing);

III aTam - popMMpoOBaHIe «IPYIII OHKOJIOTMYECKOTO PUCKa»
U KIVMHUYEeCKUIT MOHUTOPYHT 9TOTO KOHTMHIEHTA B YCIOBMAX
CIeIaNM31POBAHHOTO OHKOJIOTMYECKOTO YUPEKAeHM .

IIpu sTOM mOKasaHMAMMU [/ HAaIpaBIeHUA Ha KOHCY/IbTa-
LIMIO K Bpauy-TeHEeTUKY AB/IAIOTCA:

« 9MOpMOHATbHbIE OITYXONMH (PeTUHO-, Hedpo-, Tenaro-, Heli-

pobnacromsl, pabgoMuocapkoma);

* OIIYXOJIV ITapHBIX OPraHOB;

e CeMeliHas arperayys OHKO3a00/1eBaHNIT;

* IEPBUYHO-MHOYKeCTBEHHbIE OIIYXOJIN;

 T€PMUHOT€HHbIE OITyXOJIN;

» Meny/utApHblit PIIK;

 HEOOBIYHBIIT PEHOTHUII § OHKOOOIBHOTO;

e COYETaHIE OITyXO/M C BPOXKI€HHBIMIU IOPOKaMU Pa3BUTIS;

* PaHHUIT BO3PACT Ma/IMTHMU3ALINMN II0 CPAaBHEHUIO C 06LIero-

ITY/IALMOHHBIM.

Puck pasBuTHA 370KadeCTBEHHBIX OIIYXOJIeil TaK>Ke IOBBI-
IIaeTCsl IPY HAIMYMY y [AljieHTa ay TOMMMYHHBIX 3ab0/meBa-
HMIA, HEPBIYHOM U BTOPMYHOM MMMYyHOReduIuTe.
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Tt B3pOCibIX GONBHBIX IpennoXkeHsl 9 eKTUBHbIE OH-
KOCKPVMHMHTY, HalpyMep MaMMmorpadus His ZMarHOCTUKU
paka MOJIOYHOJ >Xe/le3bl MM KOMOHOCKONMA I BBIABIIE-
HUA paKa TONCTONM KMIIKK. /14 IeTCKMUX ONyXonell HMKaKUX
CKPVHIHIOB He CYIIeCTBYeT, B IepBYI0 OYepefib IOTOMY, YTO
OHKOJIOrMYecKue 3aboeBaHus y HuUX ObiBaloT penko. Ho B
Poccun ectb nporpamma npodocMOTpOB, B paMKaX KOTOPOIt
HeTV IPOXOAAT psAf UccIefoBanmil. [JeTeil B Bo3pacte 1 Mec
U [03)XXKe 0cMaTpuBaeT 0pTaTbMOJIOL, B TOM 4NC/Ie OLleHMBa-
eT [71a3HOe JHO, U 9TO OMOTaeT 3aMEeTUTb PETUHOOIACTOMY.
B BospacTe 1 Mec 1 mepep, MIKOMON AETAM MPOBOJUTCS YIIb-
TPasBYKOBOe NCCIeflOBaHME OPTaHOB OPIOLIHOI IIOJIOCTY U
II0YeK — B 9TOM BO3pacTe MOXXHO IMAaTHOCTMPOBATH Helpo-
6macTombl, HeppoOIaCTOMBI U renatobmacTomsl. [ cBoeB-
pemenHoit amarHoctuku 3HO y perteit paspaborana cxema
«cBetodopar (puc. 2), koTopas rpafiyMpyeT CUMIITOMBI IIO
PUCKY pasBUTHA 3/10Ka4eCTBEHHOIT omyxonu. Vcronb3oBaHne
ee IegMaTpaMyu M JPYIUMM CIIELMaTMCTaMyU HEOHKOIOrMYe-
CKOro Ipo¢usis MO3BONsAET CBOEBPEMEHHO HAIIPAaBUTDb MallM-
€HTa K IeTCKOMY OHKOJIOTY/TeMaTOJIOTy.

3aknwuyeHue

Ot cpokoB moctaHoBky pmarHosa 3HO 3aBucar cragms
3aboneBaHns, 06beM MPOBOAVIMOLO ONEPATHBHOIO JIEYEHUS,
VMHTEHCUBHOCTDb U OO3bI XI/IMI/IOHpeHaPaTOB. CTa}II/IH OHKOJIO-
IMYeCKOro 3ab0/IeBaHNs ONpefesieT IPOTHO3 Y BEPOATHOCTh
BBI3IOPOB/IEHNsA GOMBHOrO. UeM paHblile 3alOfi03PEHO OH-
KOJIOTMY€ECKOe 3ab0/eBaHMe, CIUIAHMPOBaHa ObICTpas Mapii-
pyTMsaius 60NbHOTO A/ IOTYYEeHNs CHelaIN3MpOBAHHON
MEIMLIVTHCKOJ TIOMOILY, TeM 60IbIlle BO3SMOXXHOCTE JIJIA JIede-
HIMA U BBIIIE IIIAHCHI HA BbISHOpOBHeHI/Ie.

I[Tegmarp mpexyie BCEro HO/KEH IIOMHUTD O TOM, YTO 3/I0Ka-
YeCTBEHHDIC OHyXO}II/I BCTPC‘{aIOTCH y JIeTe]‘/'I BCexX BOSPaCTOB,
U TIpU MIOOBIX CIIOKHBIX, HETUIIMYHO MPOTEKanWMX 3aboe-
BaHUAX U CI/IH,HPOM&X HeO6XOHI/IMO Hpe)K,ue BCEro MCKJIIIOUYNUTH
OIIYXOJIEBYIO [IATOJIOTHIO.

OHKOMOrnYecKast HACTOPOKEHHOCTh SIB/ISIETCSI OHUM U3
OCHOBOIIOTATAOINX ACHEKTOB CBOEBPEMEHHOI MAaTrHOCTH-
Ku omyxomm!!!

PackpsITie HHTEPECOB. ABTOPBI AeK/IAPUPYIOT OTCYTCTBHUE
SIBHBIX U IIOTEHIIVA/IbHBIX KOHQIMKTOB MHTEPECOB, CBSI3aHHbIX
¢ my6nuKaluelt HacTosIIelt CTaTby.
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