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BBenenue

VY nereil OHKoJOTHYECKHE 3a00JIeBaHUSI MMEIOT CBOM OCOOEHHOCTH.
K npumepy, u3BecTHO, UTO B JE€TCKOM BO3PAacTe OHM BCTPEUYAIOTCS YPE3BBIYANHO
penko: npumepHo B 1-2 cinydasx Ha 10 000 gereii, B TO BpeMs Kak y B3pOCIBIX
ATOT IOKa3aTelib B JECATKU pa3 Bbllle. [I[puMEpHO TpeTh 310KAYECTBEHHBIX
HOBOOOpPA30BaHUM y JIETEH COCTABIISIIOT JICUKEMUU WU JIEUKO3BI.

Ecmu y B3pocabsix 90 % omyxoiieil CBSI3aHO C BO3ACHCTBHEM BHEUIHUX
(bakTopoB, TO y JeTeil HECKOJIbKO OoJblliee 3HAaYCHUE HMMEIOT T'€HEeTHUYECKUE
¢dakropsl. B HacTos1Iee Bpems u3BeCTHO 0KoJ0 20 HacIeACTBEeHHbIX 3a001eBa-
HUH C BBICOKMM PHUCKOM pa3BUTHS 3JI0KAYECTBEHHBIX HOBOOOpa30BaHUII.
Hampumep, pe3ko yBeIMUMBAIOT PUCK Pa3BUTHs JelikemMun 0osie3H DaHKOHH,
bpytona, atakcus-teneaHrusKTazus, HelpopuOpomaros, CUHAPOMBI BuCKOT-
ta—Onnpuya, biyma, Koctmanna, Jlayna u Knsiindenbrepa.

N3 ¢dakTopoB oOKpyxaromiei cpenbl Haubojiee 3HAUMMBIMHU SIBISIFOTCS:
coJiHEeYHasi paguanusi (U30BITOK YJIbTpaduoiieTa), MOHUZUPYIOUIUE U3ITyUEHUS
(MemuuMHCKOE O00JIyuyeHue, OOJydeHHE paJOHOM IOMEIIECHUM, OOIydYeHue
BcaeAcTBUE UepHOOBUILCKOW aBapHM), KypeHHE (B TOM YHCIIE MACCHUBHOE),
XUMHUYECKUE areHThl (KaHLEPOTeHbI, CoJiep Kalluecs: B BOJIe, MHUIE, BO3IYXE),
HENpaBUWJIbHOE MUTaHUE (KOMYEHBIE U KAPEHbIE POIYKThI, OTCYTCTBHUE JIOJIK-
HOTO KOJIMYECTBA KJIETYATKHA, BUTAMHUHOB, MUKPOXJIEMEHTOB), MEIUKAMEHTHI,
HUTOCTATUKH, MPUMEHSEMble JUIsl JIEYCHHUS] OHKOJOTMYECKUX 3a00JIeBaHUI.
VYBEenM4YMBaAKOT PUCK PA3BUTHS OIyXOJIEM HMMYHOAEIPECCAHTHI, IPUMEHSIEMbIE
1ocJie TPAHCIUIAHTALMU OPT'aHOB, U BUPYCHbIE HHPEKIUH.

CeroaHs cyuiecTByeT 00JbIIOe KOJMYECTBO padOT, T0Ka3bIBAIOLIUX POJIb
BUPYCOB B pPa3BUTUM MHOTHX OIyXOJIel, HAauOOJee N3BECTHBIMU SIBIISFOTCS:
BHUpYCHI Dnreina—bapp, nmpocroro repneca, renatura B.

B 3aBucuMocTH OT BO3pacTa W THUIA BBIACIAIOT TPU OOJBIINE TPYIIIHI
OMyXOJIeH, BCTpEUAOIIMXCA Yy AeTeit [8]:

— 3MOpPHOHAJIBLHBIE OMYXOJIH;

— IOBEHWJIbHbBIE OMYXOJIH;

— OIlyXOJI B3pPOCJIOTO THIIA.

OMOpHOHAJIbHBIE OIMYXOJW BO3HUKAIOT BCIEACTBUE NEPEPOXKICHUS WITU
OLIMOOYHOTO Pa3BUTHs 3apOJIBIINIEBBIX KIETOK, YTO BEIET K aKTUBHOMY pa3-
MHO>KEHUIO 3THUX KJIETOK, THCTOJIOTUYECKU CXOJIHBIX C TKaHSIMHU SMOpHOHA WIH
wioga. K sMOpHOHaNbHBIM OMyXOJIIM OTHOCSITCS: Nepudepuyeckas HeMpoIK-
tonepmainbHas omyxosib (ITHEO, omyxonb u3 HElposKTOAEpMBI), remnarobdiia-
CTOMa, TEPMUHOTEHHAsl OMyXOJib, MeayJuio0iacToma, HehpobiacTtoma, Hed-
pobiiactoMa, pabgoMuocapkomMa, peTHHOOIacTOMA.

KOBeHuIbHBIE OIyXO0JIM BO3HUKAKOT B JIETCKOM M FOHOLIECKOM BO3pAacCTe
BCJICJICTBUE MAJIMTHU3ALMK 3peibIX TKaHell. K TakuM OImyXosjasiM OTHOCSITCS:



acTporrToma, numdorpanyiaemMaro3 (0o0Je3Hbp XOMKKHUHA), HEXOJKKUHCKHE
JTUM(POMBI, OCTEOTEHHAsI CApKOMa, CHHOBHUAIBHOKIIETOYHAS KapIIMHOMA.

Onyxoau B3pOCIIoro Tumna y ferei Berpevatorcs peako. K Hum otHocsTes:
renaToleUTIoNsIpHasl KaplMHOMa, Hazo(apeHruanbHas KaplUuHOMa, CBETJIOK-
JIETOYHBIN paK KO>KH, IIBAHHOMA U HEKOTOPHIE IPYTHE.

Hedpobdaacroma

HegpodaacToma — ojHa U3 HauboJiee 4YacTO BCTPEUAIOIIMXCS 3JI0Kayde-
CTBEHHBIX dMOpPHUOHANBHBIX OMyXoJyieH y aereil. M3pectHo 53 cuHOHMMA Ha3Ba-
HUS JTaHHOTO BHJIa HOBOOOpa3OBaHMs, HO HauOOJiee MPUHATHIMU SBIISIFOTCS
«HeppobacToMa» U «Onmyxoib Buiabmcay.

PacnpoctpaHeHHOCTb

Hedpobnacroma ¢ Touku 3peHus sMOpHOTreHe3a MpeacTaBiIsieT co0oi co-
JUIHYIO 3JI0KaYECTBEHHYIO OITyXO0Jb, COCTOSIIYIO U3 IIPOU3BOIHBIX He(PpOreH-
HOM TKaHM Ha PA3IUYHBIX CTeneHs X AuddepeHupoBku. B cTpykType 31m0Ka-
YECTBEHHBIX OIyXOJIeH y AeTei HedpoOiiacToMa 3aHHMAaeT YeTBEPTOE MECTO,
ycTymas remo0iacto3am, HoBooopazoanusMm [IHC u capkomMaM MATKHAX TKaHEH.
Onyxonbs BuneMca cocraisier 0kos0 6 % Bcex 3JI0KaYeCTBEHHBIX OIyXOJIeH y
nererd. Exeronno B CIIA peructpupyercs 9 HOBBIX ciiydaeB 3a00JieBaHUsI Ha
1 000 000 nerckoro HaceneHus. Ilo AaHHBIM AETCKOTO KaHUEp-cyOperucrpa
Pecnybnuku benapych, HeppobracToma coctaBisieT 5 % OT Bcex 370KauecT-
BEHHBIX OMYXOJIeH Yy JIeTed, U B TOJl PErucTpupyercss 8—9 HOBBIX CllydyaeB Ha
1 000 000 nmerckoro HaceneHus. Y 78 % nereil omyXxoJib TUArHOCTUPYETCS B
Bo3pacte 1-5 net, u nuk 3abosieBaeMocTH npuxoautcs Ha 3—4-it roa. Y B3poc-
JeIX HePpoO1acToMbl BeTpedaroTcst peako. HedpobmacToma Bo3HUKAET ofauHa-
KOBO YaCTO KaK y MaJIbYMKOB, TaK U y JieBouek [ 1—4].

NeHeTHKa

ITo xmaccuueckoi MoJIen UCCIeAOBaHUS paka, mpeiokeHHon A. Knud-
son B 1971 r., HEdpoOrIacToMa SBISETCS OJHUM M3 JTYUIIUX MPUMEPOB, MOI-
TBEP)KJIAIOMIMX TUIOTE3y ABYXCTYNEHYATOro KaHueporene3a. CorjiacHO 3TOU
MOJIEJIH, HaYaJlbHbIE U3MEHEHHUS (TIepBas MyTalusl B T€HE) IPOUCXOAT B MOJIO-
BOM KJIETKE, KOTOpAsl HACIEAYETCS W3 IMOKOJICHUS B IMOKoJeHue. Bcee kierku
OpraHu3ma HeCyT 3Ty MyTauuio. MyTanus aJlbTEpHATUBHOTO I'€Ha B TOMOJIO-
TUYHOM XPOMOCOME YK€ COMATHUYECKOM KJIETKM TKAHU-MUILICHU HOCUTENS
o0OecreunBaeT Mepexo i reHa U3 reTepo3uroTHOTO COCTOSIHUS B TOMO3UTOTHOE.
JlaHHOE TMOJIOXKEHHE SABIACTCS BAXXHOUW IPUYMHOW 3JIOKAYECTBEHHOW TpaHC-
dbopmanuu kietku. OOILIENPUHSITO, YTO TOTEPS] TEHOM T'€TePO3UTOTHOCTH, T. €.
MEepPEX0J] €ro B TOMO3UTOTHOE COCTOSIHUE, MPUBOAUT K MOJHON aKTUBALIMMU TKa-
Hecnenu@UUeckoro OMyXoJIeBOIO0 TeHa-Cylpeccopa, 4YTO SIBISETCS HavyalioM
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MHULMALWN 3JI0Ka4eCTBEHHOTr0 mporiecca. [Ipu crnopagnyeckux HaclieCTBEH-
HBIX opMax HedpoOIacTOMbl 00€ MyTalUK TPOUCXOAST TOJBKO B COMAaTHYe-
CKOM KJIETKE.

Onyxonp Bunbmca BcTpeyaercsi Kak UAMONATUYECKUN TUII, UMEIOIINI Ha-
CJIE/ICTBEHHYIO M HEHACJIECJCTBEHHYIO MPUPOIY, U KaK KOMIIOHEHT HacJeJCT-
BEHHBIX CHUHJAPOMOB. HacnencTBEHHO NEeTEepMHUHUPOBAHHBIN BAPUAHT OMYXOIU
BuiibMca UMeeT IPUMEpPHO /3 dacTh aereit (38 %). Cemeiinbie ciaydan Hed-
poOIaCTOMBI BCTPEYAIOTCS JOBOJILHO PEIKO U COCTABJISIOT, MO JAHHBIM Pa3HbIX
aBTOpOB, OoT 1 10 3 % [8].

Hedpobnacroma 00buHO pa3BuBaeTcs Ha (poHe 0OOIIEro OJaromoydus,
T. €. y «3I0pOBBIX» JIeTell, ogHako B 10 % ciaydaeB oHa mopakaeT JIMI] C pacio-
3HAHHBIMU TOPOKAMHU pPa3BUTHSA. BpoXKJEHHbIE aHOMAalUU BBISBIAIOTCA B
12—-15 % cnyyaeB onmyxonu Bunbmca. Hanbonee yacto 1uarHocTupyroTces clie-
OYIOIIME W3 HUX: aHUPUIUA (OTCYTCTBUE Pay’KKH), TEMUTHIEPTPOPUS, CHH-
npom bekButa—Bunemana, aHoMaiusi MOYENOJIOBOTO TpPaKTa, B TOM 4YHUCIE
WARG-cungpom (onyxonb Buibmca, aHupuans, MOPOKH pa3BUTUS MOYENO-
JIOBOTO TpaKTa U YMCTBEHHbIE HapyuieHus1) u cuHapoM [[pauca—/pama (omy-
xoJib BunbMca, Hepomnatus 1 aHOMaKsl HApY>KHBIX TOJIOBBIX OpraHoB). Yac-
TOTa BPOXKACHHBIX aHOMAJIUN y OOJIBHBIX C OMyX0Jbi0 Bunbmca crnemyrommas:

— aHOMAaJIMM MOYEIIOJIOBOM CHUCTEMBI: MOJAKOBOOOpa3Has Moyka, JucIiia-
3Msl IOYEK, KUCThI MOYEK, TUIOCTAIUsl, KPUIITOPXU3M, YIBOCHHUE COOMpaTelib-
HO# cucTteMbl mouek — 4,4 %;

— BpoxkaeHHas anupuaus — 1,1 %;

— BpOXIeHHas remuruneprpodus — 2,9 %;

— aHOMAJIUM CKEJIETHO-MBIIIEYHON CHUCTEMBI: KOCOJIANOCTh, CIUSHUE pe-
0ep, BPOXKI€HHOE OTCYTCTBHE AUCTAIBHBIX OTJEI0OB KOHEYHOCTEN (quCTanbHas
dboxomenws), TUCIOKAIUs TOJIOBKU OeapeHHor KocTu — 2,9 %;

— TraMapTOMBbI: T€MaHTHOMBI, POJIUMbIC MSTHA, MHOKECTBEHHbBIC HEBYCHI,
nsATHA 11BeTa Kode ¢ mosokom — 7,9 %.

W3yyeHue reHeTuyecKuX CUHAPOMOB MPEJICTABISAECT OCOOBIM UHTEpeC s
KJIMHUIIMCTOB, 3aHUMAIOIIUXCSl OHKOIMEAHaTpueil, U Mmo3BoJisieT GOpMUPOBAThH
rpynmsl pucka. MexaHu3M KaHIEporeHeza HeppoOIacTOMbl HHTEHCUBHO U3Y-
YaeTcs MPH HECKOJIBKMX HACIEICTBEHHBIX CHUHAPOMAax, MpPeapacrojararlinx
K pa3BuTHio 3Toi onyxoin: WARG, [Ipuuca—/lpamia, bekBurta—Buaemana.

VY oxnoro pebenka u3 70 mereit ¢ HEPPOOIACTOMON BBISBISIECTCS aHUPH-
nusi. [lo maHHBIM TUTEpaTyphl, Y €Tl ¢ HECeMEWMHBIMU (OpMaMU aHUPUIAN
nmeercsi 33%-Hasi BEpOATHOCTh pa3BuUTUs onyxoid BuibMmca. K anHomanusim,
ACCOLIMMPOBAHHBIM C CHUHAPOMOM HECEMEMHOM JBYXCTOPOHHEN aHUPUIAUU
1 onyxoJin BuiibMca, BBISIBIEHHBIM B IpyIiiie U3 28 O0JbHBIX (CpeIHUNA BO3pacT
I rox 10 mecsitieB), OTHOCSTCS:

— aHOMAJIUH TJ1a3: KaTapakTa, rmaykomMa — 78 %;



— TMOpa)XXe€HUE LEHTPATILHON HEPBHOM CUCTEMBI: YMCTBEHHAs! OTCTAJIOCTb,
MUKpouedanus, yepenHo-11ueBoi aucMoppusm — 71 %o;

— AHOMAaJIMM HAPY>KHOTO yXa: neopmanus yiHoi pakoBUHbI — 35 %;

— oTcTraBaHue B pocte — 28 %;

— AHOMAJIUH PENPOAYKTUBHOM CUCTEMBI: KpUNITOPXU3M — 28 %0;

— aHOMaJMHM MOYEMOJIOBOIO TpaKTa: THUIOCHaaAus, TOJKOBOOOpa3Has
nouka — 21 %.

AHMpUIIMS B COUYETAHUU C OIYXOJIbl0 BuibMmca, kak npaBujio, MoiaHas U
JIBYCTOPOHHSISI, 3a00J€BaHUE COIMPOBOXKIAETCS XPOMOCOMHBIMH JENEIUsIMU
Kopotkoro 1uieda 11-it xpomocomel (del 11p13). beuto ycranoBieHo, 4To ne-
JIeIUs TP 3TOM CHUHIPOME TPECTABISET COOOM OMPEETICHHOE YUCIO TECHO
CUEIJICHHBIX F€HOB, BKIIIOUAIOIIMX FeH aHupuanu Pax 6 u reH-cympeccop omy-
xomu Bunsmca WNI1. B Hacrosiiiee BpeMsi J0Ka3aHO, YTO €CIIA MyTalus MOJI-
Horo amenst Pax 6 mpuBOJIUT K aHUPUIUHU, TO MyTallUsl OJTHOTO aJUielisi reHa-
cynpeccopa WNI1 MokeT mpuBOAHTH K AePeKTaM MOYECTIONOBON CHCTEMBI.

HaOnromaercss deTkast CBsA3b MEXKIYy TeMUTHNEPTpoduen, CHHIPOMOM
bexBura—Bunemana u onyxonbto Bunbmca. Bpoxaennas remuruneptpodus
4acTO COYETAETCS C APYruMHU 3a00JIEBaHUSIMU: OMYXOJISIMHU KOPbI HAAMOYECUHU-
KOB, OIyXOJSIMU NEYEHH, ramMapToMaMH, HeHpoPuOpomMaTo30M U CHHIPOMOM
CunbBepa.

Cunapom bexkButa—Bunemana xapakrepr3yeTcsi THIEPIUIACTUYECKON BUC-
LepoOMeraiueil mioga, B TOM YUCIIE€ YBEIMYEHUEM IOYEK, KOPbl HAANOYECUHU-
KOB, MOJKEIIYJJOYHOU KEJIe3bl, MOJIOBBIX JKeJe3 U Me4YeHU. IpyruMu CUMIITO-
MaM{ JIaHHOTO CHUHApPOMA SIBJISIIOTCS MUKpOTioccus, AeheKThl IepeaHei
OpromHOM cTeHku (omdaiionesne, MymnmoyHas Tpblka, JUACTa3 MPSMbBIX MBIIII]
KUBOTA), reMUTHUNepTpodusi, BAABICHHbIE U CKJIAq4aThie YIIHbIC PAKOBUHBI,
MUKpoIiedaausi, YMCTBEHHAsI OTCTAJIOCTh, THIIOTJIMKEMHUS W TOCTHATAIBHBIN
COMATUYECKUI rurantu3M. [Ipu U3ydeHUu 3THOJOTHM 3TOr0 CHUHJpOMa ObLIU
BBISIBJICHBI €70 CIOPAJMYECKUE W HaCIEJICTBEHHBIE (opMbl. MoOJEKyspHbIE
UCCIIeIOBaHUsI OOHAPYKUJIU B CEMEMHBIX U criopagudeckux ¢popmax CUHIpoOMa
bexButa—Bunemana morepro rerepo3UroTHOCTH B OJJHOM M TOM K€ HOBOM HE
3aBucuMoM OT WNI1 sokyce xpomocombl 11plS. DT paHHBIE MO3BOJIWIU
IPEANoI0KUTh, YTO B 3TOM PErHOHE T€HOMa YeJIOBeKa MOXKET ObITh T'€H-
cynpeccop HeppodaacTtombr WN2.

Y nereri cuHapom bekBura—Buiaemana accouMMpOBaH C MOBBIIEHHOU
4acTOTOM CIEAYIOMUX dMOPHOHATIBHBIX OMyXOJIeH: omyxoJiblo BumbMca, Heli-
poOnacToMoii, pabJOMHOCAPKOMOM, 3JI0KAY€CTBEHHBIMU OIYXOJISIMH HAJIIO-
YEYHUKOB M TemnaTobiacToMoi. B cBs3M ¢ 3TUM JeTH ¢ CHHApPOMOM bekButa—
Buaemana nomxubl mpoxoauTh Y3U OpromiHOM MONOCTH AJIS UCKIIIOYEHUS
onyxonu Buibmca kaxasie 3 Mecsina 10 JOCTHXKEHUS IIITWIETHETO BO3pacTa, a
3aTeM €XKETOJHO J0 OKOHUYaHus pocTa. C TaKoW K€ 9acTOTOW HEOOXOIMMO OII-



penensTh ypoBeHb anb(da-heTonpoTerHa B CBSI3U C BO3MOXKHOCTBIO accolua-
MU C TenaTo01acTOMOM, XOTs 3TO HAOII0JaeTCs KpaitHe PeaKo.

Oco0oe 3HaueHue AJisl ypoJoroB, MeIUaTPOB U JETCKUX OHKOJIOIOB UMEET
CBSI3b MEXIY HEPPOOIACTOMOM U MOPOKAMHU Pa3BUTHSI MOUYETIOIOBON CUCTEMBI,
TaKUMH KaK THUIOCMAJWsA, KPUITOPXHU3M, CpallleHHe Moyek. ModemnosoBbie
aHOMAaJIUU OOHApPYKUBAJIUCH MPUOIU3UTENbHO Y 4,5—7,7 % malueHToB C YHU-
JaTepaibHOM omyxoJibio BunbMmca u 110 13,4 % — ¢ OunaTepaibHON MaTOJIOTH-
en [7].

Cunapom [IpHuca—/Ipoma xapakTepu3yeTcss WHTEPCEKCyalbHbIM pa3BH-
THEM TI0JIOBBIX OPTraHOB, BPOXKIEHHOUW Hedpomatuei u pa3BuTueM Hedpoodiia-
CTOM. Y JHII KEHCKOTO mojia ¢ cuHapoMoM J[pHuca—]Ipama B OOJIBITMHCTBE
Clly4aeB Hapy’KHbIE IIOJIOBBIE OpPraHbl HOpMaJIbHBI. OJHAKO OTMEYArOTCs aHO-
MaJii BHYTPEHHHUX IOJIOBBIX OpPraHoB. B Hacrosiiee Bpems I'eHy-Cylnpeccopy
WN1 oTBOAST BakHyIO poib B (OPMHUPOBAHMM STOTO CHHApOMA. BeisBieHa
toyeuHass myTtanus reHa WN1 (3k30H 8 u 9). OgHako moTepsi reTepo3UroTHO-
CTH B XpoMOcoMHOM peruoHe 11pl3 Obuta oOHapyskeHa, MO JaHHBIM pa3iny-
HBIX aBTOPOB, TOJbKO B 30 % omyxoseil, 4To yka3plBaeT Ha 0ojee CIIOXKHBIN
MEXaHU3M pa3BUTHs HEPPOOIACTOMBI.

Onyxonb Bunbmca mMoxkeT OBITH CBsi3aHA IO CBOEMY IMPOHUCXOXKICHHUIO
TaK)Ke U C APYTMMHU T'€HETUYECKUMHUM CHUHApPOMaMU: reMuruneprpodueit (npu
KOTOpPOM dYallle BCTpedaroTcs OumnarepanbHble HedpoOmacTomsl), JIu—Dpay-
menH (Li—Fraumeni, 17151 KOTOpOro XapakTepHO ayTOCOMHO-IOMHUHAHTHOE Ha-
CJIEJOBaHHE OITyXOJel Mo3ra, capkoM MSTKMX TKaHel, 1uM@poM U 3MOpuo-
HaMBHBIX omyxoneit), Hynan u Cunbepa—Paccepa (korma nHedpobiiacroma
MO>KET BO3HUKHYTh Ha ()OHE BPOKIEHHOTO MOJIMKKCTO3a MTOYEK).

Haubonee u3yden omyxoseBblil cynpeccop — reH pS3 — ObUT paccMOT-
peH B cBeTe 3THONOrHH HedpoOracToMbl. B mpoBeACHHBIX HCCIETOBAHUAX
JaHHBI TeH MyTupoBan MeHee yeM B 10 % ciywaeB npu onmyxonu BunbMmca.
BaxxHbIM sBIIIETCS TO, YTO HEPpoOIacToMa ¢ MyTauuen reHa pS3 aBisercs 4a-
CThIO OOIIEro TUCTOMATOJIOTMYECKOro (PeHOTHNa. bBONBIIMHCTBO OIyXoJeil
Bunbmca ¢ Mytanueit reHa p53 npeacTaBiIeHO aHAIIa3UPOBAHHBIMU THCTOJIO-
rudeckumMu (popmamu. CreoBaTeslbHO, NMPU HUX UMEETCS XYAIIMA MPOTrHO3
BBDKMBAEMOCTH, YeM MpH HedpobdiacToMax, UMEIOUX MPOrHOCTHYECKH OJia-
ronpusiTHbIE MOP(OJIOTUIECKUE BapUaHTHI [6].

Takum oOpazom, y mereii, 60JIbHBIX HEPpPOOIACTOMOI, HEPEKO BCTpEUa-
IOTCSl BPOXKJICHHBIE MOPOKU Pa3BUTHUA, U3 KOTOPHIX Hauboyiee YacThIMU SIBJIS-
I0TCS QHOMAJIMM Pa3BUTHsI MOYETIOJI0BOr0 TPAKTa, CKEJIEeTa U Iia3. Y CTAaHOBJIE-
HO, YTO 3THOJIOTHYECKHU U T€HETUYECKHU OMyX0Jib BuibMmca rereporenHa, a 11-s
XpPOMOCOMA SIBIIIETCS «TOPSTYEN» TOUKOM B €€ KaHIEporeHese. B coBokynmHocTH
yKa3aHHbIE CHHJPOMBI MPEAPACIIONAraloT K BO3ZHUKHOBEHHUIO OOJIBLIEH YaCTH
HACJIEJICTBEHHO JETEPMUHUPOBAHHBIX HEPPOOIACTOM.



Ambpuonorus

Xots HedpobracToma Obuta MOAPOOHO omucaHa yxe B 1899 r., mo Ha-
CTOSILLIETO BPEMEHH €€ THCTOreHE3 OCTAeTCs HE BBISICHEHHBIM [0 KOHIIA.
[lo MHeHHIO OONBIIMHCTBA aBTOPOB, OMyXOJbh BuibMca pa3BuBaercs U3 MeTa-
He(dporennort meszonepmel. Hedpobmactoma pasnooOpa3Ha, HO B HEHW Bcerna
OOHApYKUBAIOTCS KIJIETKU JBYX THUIIOB: SMUTENUATIbHBIE U COCIUHHUTEIHHO-
TkaHHble. Kputepuem omyxonu BunbMca siBiseTcs 00s13aTeIbHOE TPUCYTCTBHUE
HeaubhepeHIpPOBaHHOM OMyX0JI€eBOM TKAHW WJIM HE(PPOrE€HHBIX CTPYKTYp Ha
pa3HbIX ypoBHAX pa3BuTus. Hedpobiacroma Bo3HMKAET U3 MPUMUTHUBHON OJa-
CTEMbl U XapaKTEPHU3yeTCsl TUCTOJOrHYecCKUM paszHooOpasueM. Kiaccuueckas
omyxoJib BuibMmca cocTouT u3 OJacTeMbl C JUCIUIACTHUYECKUMU (SMUTEIHAIIb-
HBIMH) TpaOeKyJiaMH, MOJAJIePKUBAIOIIECH Me3eHXUMbl Wi cTpoMbl. Cocyiiie-
CTBOBAHUE SIUTEIHAIBHBIX, OJJACTEMHBIX M CTPOMAJbHBIX KJIETOK /a0 OCHO-
BaHUE JIJISl MOSIBIICHUS TepMHUHA «TpexdazHas HedpoOIacTomMa», KOTOPHIA HC-
MOJIB3YETCS TPU XAPAKTEPUCTUKE KIIACCUYECKOM omyxosim Bunbmca. Kaxblii
U3 KJIETOYHBIX THUIIOB MOKET MPOSBIATH CIEKTp AuddepeHIuanum, B 00mmx
yepTax MOBTOPSIOMIMNA pa3MUYHbIE CTAAMM TMOYEHYHOro smoOpuorenesza. Coot-
HOILIEHUE KJIETOK PA3UYHBIX THUIOB B Pa3HBIX OIyXOJSIX MOXKET CUJIBHO OTJIH-
yatbcsa. HexkoTopsle u3 omyxosieil MOTYT OBbITh ABYX(a3HBIMH WIH Ja’Ke MOHO-
MophHbIME. CBETIOKIETOYHAsI capKkoMa MOYeK U padJouaHast OMyXO0Jb MOYEK
HE SBJISIOTCS BapHaHTaMu He(poOIacTOMbl. DMHUTETHAIBHBIE U COSAMHUTEIh-
HOTKAHHBIE DJIEMEHTHI MOTYT BCTPEUaThCS B PA3IMYHBIX COYETAHUSAX, UMETh
pa3Hyio creneHb AU PEpeHITUPOBKH WK JTake OBITh HACTOJBbKO HenudhepeH-
[IUPOBAHHBIMHU, YTO TIOPOM TPYAHO OMPENETUTh X rUcToreHes. Kpome ocHOB-
HBIX KJIETOK, B OIIYXOJIM BCETJa MpejCcTaBieHa B HEOAMHAKOBOM cTeneHu (puod-
po3Has cTpoMa ¢ OOJIBIITUM KOJMYECTBOM MEIKHUX COCY/IOB THUIIA KAaNUJUISIPOB U
0oJee KpyIHBIX apTEepHAIbHBIX CTBOJIOB. MHOrAa HAOMIOMaeTCs BhIPayKEHHBIN
anruomato3. Okono 30 % coCTaBISIIOT IIaJKHE U MONEPEYHbIE MBIIIEYHBIE BO-
JIOKHA, XpsIieBas TKaHb, KOCTb, HEPBHBIC CTBOJIBI M T. 1. YaCTO BCTpEHArOTCS
O4Yarv KpOBOM3IHUSAHHUS U HEKPO3a, )KUPOBas TKaHb [3].

Bonee OmarompusitHoe TeyeHue omyxonu BunbMca y pereil 1o roja.
OTHOCUTENBHO JyYIINE Pe3yIbTaThl JeUeHus, 0€3yClIOBHO, CBSI3aHbI C OCOOCH-
HOCTsIMH MopdoJioruu HepoOIacTOMBI y AETEH ITOTO BO3pacTa.

Hannuue anamma3sum — €IMHCTBEHHBIM MOKa3aTeNlb HEOIArompHsITHOTO
TUCTOJIOTMYECKOTO CTPOCHHUSI OIyX0iau Bumibmca.

Kputepuu aHannasum

AHarna3usi 03Ha4aeT HaJu4Khe B OMYXOJU KIETOK C TMTaHTCKUMU IOJH-
TUIOUIHBIMU siApaMu. OHa pacio3HAETCS MO CIETYIONIMM MPU3HAKAM:

— 0O0JBIIOMY JAMAMETPY KIETOK C SApaMH, MO KpailHeill Mepe, B TpHU pasa
O0JIBIIIEMY, YEM Y MPUJIETAIOIINX KIIETOK, U BBICOKOMY CO/IEP’KaHHMIO XPOMAaTHHA,;



— HAJIWYHUIO MYJBTUIONSPHBIX MM OOPaTHO PAaclO3HABAEMBIX IOJIMILIO-
UIHBIX MUTOTHYECKHUX MPU3HAKOB.

Heo6xoaumo, yToOb1 00a MpU3HaKa UMEJIUCh B OJTHOM O0pasiie.

I'ucronornueckuii Tun HepoOIACTOMBI HE B MEHBIIEH CTENEHU, YEM €€
CTaausl, ONpEeeNsieT TAKTUKY JEUYEeHHs] U MPOTHO3 3abosieBaHuss. Mopdomoru-
yeckas Kiaccu(uKkanus A0HKHA YUUTBIBaTh TMCTOTEHE3, cTeneHb nuddepen-
LIUPOBKU U €€ HalpaBJCHUE.

KnuHuka (npu3Haku 1 CUMNTOMbI)

K nepBHYHBIM NpHU3HAKAM U CUMIITOMaM OnyXosii Bunbmca oTHOCSTCS:

— TajbIupyeMas onyxoJib OproirHoi nogoctu — 60 %o;

— TMOBBILIEHNUE APTEPUATILHOIO JaBieHUs — 25 %;

— remarypus — 15 %;

— 3anopsl — 4 %;

— cHmxkeHue Beca — 4 %;

— uHPEKIIUI MOYEBBIBOIAIINX ITyTeld — 3 %;

— nuapes — 3 %;

— HaJu4Me TpaBMbl B aHaMHe3e — 3 %;

— Jpyrue NpU3HaKW/CUMITOMBI: TOIIHOTA, pBOTA, O0JIb B KUBOTE, MaX0-
Bas I'pblXKa, CEpACYHasi HEIOCTATOUYHOCTh, OCTPBIA KUBOT, IJIEBPAJIbHBIN BbI-
MOT, NOJUIUTEMUs, Tuapouedanus — 8 %.

W3 Bcex nepeyncieHHbIX TPU3HAKOB Hau00JIee YaCThIM SIBISIETCS HATMYKE
OITyXOJIEBBIX Macc B OpromHoi nojoctu. [lanbnanus mo3pBosisieT oOHaApy UTh
OIyXOJIb €CJIM HE B paHHEW CTaJuH, TO XOTS Obl J0 MOSBIICHUS BBIPAKEHHON
KJIIMHAYECKON KapTuHbI. Pa3zmepsl, ¢dopMa W MOABMKHOCTH OMYXOJIM CYIIECT-
BEHHO Pa3JIMYaloTCs B 3aBUCUMOCTH OT PaCIpOCTPAHEHHOCTH Ha MPUIICKAIIUE
OpraHbl ¥ TKAHU U UX BOBJICYEHHOCTH. B OOJBIIMHCTBE CIy4yaeB OMyXOjib OK-
pyriasi, UIMeeT 4eTKHE Kpasi U HAallOMUHAET YBEJIWYEHHYIO CEJIE3€HKY, B PSJC
CIIy4aeB OHa KpYIIHasl, 0JIbYaTas, HEpPaBUIbHBIX ouepTaHui. Pacronoxenue
OIMyXOJIM TakKe pazHOOOpa3HOE, Yalle OHAa JOKAIM3YEeTCs B BEPXHUX OTHENax,
B nojpedepbe. Ilpu 3HaUMTENBHBIX pa3mepax HePpoOIaCTOMA MOXKET 3aHH-
MaTh MOJIOBUHY U 00JIe€ )KMBOTA, CIIyCKasACh JIa)Ke B MOJOCTh MAJIOTO Ta3a, pe3-
KO U3MEHSIS1 KOH(UTYpaLMIO )KUBOTA U HUKHETO OT/IEJIa TPYAHON KIIETKH.

OOblyHO Hanuuue HedpoOIacToMbl B BUAE OOBEMHOM MATOJIOTMYECKOM
MAaccChl, NAJILIIUPYEMON U/UIU BU3yaJIM3UPYyEMON B OPIOLIHOW MOJIOCTH, SIBIISIET-
Csl €IMHCTBEHHBIM CEPhE3HBIM MPOsIBJICHUEM 3a0o0jeBaHus y pedeHka. B mpo-
THUBOIOJIOKHOCTh PAaKy MOYKHU Y B3pOCIOro, HeppobdiacToma MOKET JOCTUTATh
OOJBIINX Pa3MEpPOB, CYIIECTBEHHO HE BIIMsS Ha camMOuyBCTBUE pebeHka. Omy-
XO0Jb MOET TaKke HHQWIBTPUPOBATh OPraHbl M TKAHU 3a0pIOMIMHHON
U OprourHoi o0acTel, MHOT/IA BBI3bIBATh KIIMHUKY OCTPOTO KUBOTA.

18 % nereii mpeabABISAIOT KaloObl HA OOJNIM B KMBOTE, OCOOCHHO MpHU
KPOBOTEUYEHHUH B OIYXOJIb BCIEACTBUE TPaBMbl. bosib pa3IMyHON MHTEHCHUBHO-
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CTH HEPEJIKO SIBIISIETCA NEPBOM MPUYMHOMN, 3aCTABIIAIONICH poanuTenei peOeHka
oOpatuthes K Bpady. ['emaTypusi B BUJe MakporeMaTypuu BCTpedaeTcs A0CTa-
TOYHO PEJKO, HO MPU MUKPOCKOMUYECKUX METOJIaX MCCIIEI0BAHMS BBISBISETCA
y 4erBepTH OO0JbHBIX. [lOBbIIIEHME apTEepUATBLHOIO JaBJIEHUS OTMEYaeTcs
npuMepHO y 25 % mMmanueHToB C OMyXoJiblo BuilbMca, NMPUYMHONW KOTOPOTO
CIIy’KMT BbIPaOOTKa OITyXOJIEBBIMU KJIETKAaMH PEHUHA WIN PEXE KOMIpeccus
IIOYEYHBIX cocyaoB. [lonuuureMus BO3HUKAET PEIKO, KAK IIPABUIIO, BBISABIIACT-
Csl y MaJbUMKOB B 0oJiee cTapllieM BO3pacTe, a TaKKe MPH HU3KOW KIMHHYe-
CKOH cTamuu omyxoiu. Bce aetn ¢ HEOOBSACHUMON NOJULUTEMHUEN TOJIKHBI
ObITh 00CIIEI0OBaHbl HA HAIMYUE ONMyXoiu BuibMmca. YpoBeHb 3pUTPONOITHHA
OOBIYHO TIOBBINICH, HO MOXET OBITh U HOPMAJBHBIM. Y OOJIBHBIX ¢ He(poOiia-
CTOMOW MOTYT MMETb MECTO KPOBOTEUEHHS, KOTOPBIE CBSI3aHBI C Pa3BUTHEM
npuoOpeTeHHoi Oosie3nn (poH BumneOpanaa, u 1ad0paTtopHO UX MOXKHO AHar-
HOCTHPOBATh, ONpENENsAs CHUKEHUE YPOBHsS aHTUIreHa (akropa ¢oH Buie-
OpaHaa, yBelWYeHHE BpEMEHU KpoBOTeueHHus mo [IpioKy, AWBH U CHUKECHHE
aktuBHOCcTU (hakTopa VIII u pucroueruna daxropa VIII.

OOIIEeKIMHUYECKUE TPOSBICHUS 3J0KAYECTBEHHOM OMyXOJId Yy JETeH,
TaKue Kak BSJIOCTh, CHIDKCHHUE amnmneTuTa, cyodeOpunurer, moxyJaeHue, Hapy-
IIEHWE CHA U TOBEJEHUS peOCHKAa, MOTYT OBbITh BBISBIEHBI IPU TIIATEILHOM
coope aHamHe3a 3a 1-3 mecsina 10 MOSBICHMS NaJIbIUPYyEMON OIyXOJIH B KH-
BoTe. Ho OHM He sABIsAIOTCA ceU(PUUECKUMMHU AJis 37J0Ka4€CTBEHHOTO HOBOOO-
pa3oBaHus, T. K. 4aCTO HAOJIOIAIOTCS MPU MHOTUX JAPYTUX OCTPBIX U XpPOHHYE-
ckux 3abosieBaHusAX. OHAKO MEPEUYUCIICHHbIE MPOSBICHUS OMYXOJHU JIOJIKHBI
OBITh BKJIIOUCHBI B IEPEUYCHb HO30JIOTHYECKUX CIUHHMI] I AuddepeHimaib-
HOM IMarHOCTHKY 3JI0KaYECTBEHHOT'O IIpoLiecca y IETEN.

Y 8 % OOJIbHBIX OCTpPbIE XUPYPTHMUECKHUE OCJIIOXKHEHHS CO CTOPOHBI
OpIOIIHOM TOJIOCTH CBSI3aHBI C PAa3pbIBOM IMEPBUYHON omyxonu. Ilpu sTom B
KJIMHUYECKON KapTHHE pa3pbiBa HE(POOIACTOMBI CIEIyeT pa3indaTh IpOApO-
MaJIBHBIN Y OCTPBIN ITEPUOJIBL.

CHUMITOMOKOMIUIEKC MPOJPOMAIBHOIO MEPUOJA COCTOUT B TOM, YTO Ha
(oHE OTHOCHUTENIBHOIO Oyiaronojiyuusi y peOeHKa MOSBISAIOTCS HECHIIbHBIE,
HO NOCTOSIHHO HapacTaloLIUe M0 MHTEHCUBHOCTH M 4YacTOTE OOJM B KHUBOTE.
BHauane OHM JIOKaIU3yHTCS Ha CTOPOHE OIYXOJIM, 3aT€M PACHPOCTPAHSIOTCA,
3axBaThIBasi OOJIBLIYIO YacTh KMBOTA. B mepuon mMexay nmpucrynamu peOeHOK
ce0s YyBCTBYET TaK kK€, KaK JI0 MOSIBICHUS 3TOT0 CUMITOMOKOMILIIEKCA, dKUBOT
MSATKUH, yMEPEHHO OOJIe3HEHHBIN JIMIIL B o0jacTu omyxohu. Hepenko B mpo-
JIPOMaJIbHBIN MEpHOJ] HAUMHAETCS MaKporeMmarypus, OBICTpOE YyBEJIUYECHHE
OIyXOJIN B pa3Mepax, CBS3AHHOE C BHYTPHOITYXOJEBBIMU KPOBOM3IUSHUSAMU.
B aHanu3ax KpoBU CYIIECTBEHHOW MATOJIOTMU CO CTOPOHBI FeMOTJOOMHA U
SPUTPOLUTOB B IMHAMHUKE HE OTMEYAETCS.

[Tepron ocTporo pa3psiBa OIyX0Ju AOBOJIBHO THUIIMYEH, U IIPU OYEPETHOM
CWJIBHOM U MPOAOHKUTENIBHOM MpUCTyIe 00l B )KUBOTE COCTOSIHHE peOeHKa
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pe3ko yxyamaeTcs. bonu cTaHOBSATCS MOCTOSHHBIMU. Pa3BuBalOTCA MpU3HAKH
NEPUTOHEAIHOTO IIO0Ka (pe3kasi OJIeTHOCTh, MaJCHUe apTepHAIbHOTO JIaBjie-
HUS), TIOSIBJISIFOTCSL M HApacTaloT MEepPUTOHEaTbHbIE CUMOTOMBL. Eciu mepBbii
CUMIITOMOKOMILJIEKC OOYCIIOBJIEH TMOAKAINCYJIbHBIM pPAachajoM, KPOBOHU3JIHSI-
HUSIMU WJIH KPOBOTEUEHUEM B OIyXOJb, TO MPUYMHON BTOPOTO SIBISETCA KPO-
BOTCUYECHHE M BBIXOXICHHUE OIYyXOJIEBOI'O JIETPUTA B 3a0PIOIIMHHOE MPOCTPaH-
CTBO U OPIOLIHYIO MOJIOCTb.

B Hacrosiee BpeMsi 00JIBIIMHCTBO O0JIBHBIX ¢ HE(QPOOIaCTOMAMU MOCTY-
MalT B OHKOJIOTMYECKUE OTACJICHUS C JIOKAIU30BaHHBIMH CTaausMu. OgHAKO
3ammyIIeHHBIC CIIy4au TPH JaHHOW OIMMyXOJIH UMEIOT MECTO. TaKue CUMIITOMBI,
KaK BapUKOIIeNie, TrernaroMeraius, TpoMOO3bl HUKHEH IOJOW BEHBI U KaMmep
cep/ilia, UHPWIbTPALUS BEHO3HBIX W apTEPHAIBHBIX CTBOJIOB, HAOIIOMAIOTCS
B 10 % ciydaeB o 1aHHBIM JIATEPATYPHI [§].

OwarHocTtuka

Mertoapl oOcaea0BaHus sl JUMATHOCTUKH OMTyX0JIu BuibMca BKIIIOYAOT:

1. AHaMHe3: HaJTM4Me 3JI0KaYeCTBEHHBIX, JOOPOKaYECTBEHHBIX OITyXOJIEH,
BPO’KJICHHBIX IOPOKOB Pa3BUTHUSI MOYENOJIOBOM CUCTEMBI Y YIEHOB CEMbH.

2. OcMOTp mauueHTa: HaJIM4YME BPOKIEHHBIX aHOMAIHMU (AaHUPHUAMH, Te-
MUTHIIEPTPOGUHU, aHOMAJIHI CTPOCHHSI MOYETOJIOBOW CHUCTEMBI), TOBBIIICHHUE
apTepuaIbHOrO JABJICHUS, YBETUUYCHHE neueHu (puc. 1).

3. KnuHudeckuil aHanu3 KpOBU: HAJTUYKME UM OTCYTCTBHUE MOTUIIUTEMUU.

4. Ananus MouH.

5. buoxuMmuueckoe ucciaeoBaHUE: MOYEBMHA, KPEaTUHUH, MOUYEBasl K-
CJIOTa, TIII0TamaT-OKcallalleTaT-TpaHcaMuHa3a, TIII0TaMaT-MupyBaT-TpaHCaMu-
Ha3za, JII', .

6. Koarynorpamma: I1B, AIITB, @A, Bpemsi KpoBOTE€UEHHUS (€CIU YBEJIH-
4eHo, To ompenensiercs ypoBenb (akropa VIII, anturen ¢akropa gon Bui-
nebpaHja, akTUBHOCTh prcToleThHa Koakropa VIII).

7. WUccnenoBanue pyHKIUM ceplieuHo-cocyauctoit cuctemsl (DKL, Y3N).

8. Y3MU OpromiHoii nonaocTu (puc. 2).

9. KT OpromHoit mostioctu. Ocoboe BHUMaHUE YIEsSeTCs: QyHKIIMOHUPO-
BaHHUIO BTOPOM IOYKH, MPU3HAKAM JBYCTOPOHHEIO IMOPAKEHHUS IMOYEK, MOpa-
KEHUS OIyXOJIbIO KPOBEHOCHBIX COCY/IOB, OpaXXeHUsl TUM(PATUUECKUX Y3JIOB,
neyenu (puc. 3, 4).

10. KT rpynnoit knerku. Ilomoraer B 0OHapy>XeHHH METACTa30B, KOTO-
pbie MOTYT OBITH CKPBITHI peOpamu, nuadparMoil uiu cepaueM, Mo MpUYHHE
Yero He BBISIBJISIOTCA MPU PEHTTeHOTrpaduu.

11. Cuunturpadus kocteil (TOJBKO B Clydae CBETJIOKJIETOYHOW CapKo-
MBI — OITyXOJIM MOYEK, JAOIIEeH METacTa3bl B KOCTH).
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12. MPT wunu KT romoBHOTO MO3ra (TOJIBKO B Clydae paOJOUIHBIX OIY-
X0JIed, KOTOphle yacTo compoBoxaaroTcss omyxoisiMu [THC u cBetiioknerou-
HOU CapKOMOM IMOYEK, JA0IIEeH MeTacTa3bl B TOJIOBHON MO3T).

13. XpoMocoMHBIN aHanu3 Ma3ka mnepudepuueckoil KpoBu (B ciydae
BPOKJECHHBIX AHOMAJINM, TAKUX KaK aHUPUAUSA, CUHIpOoM bexkButa—Buaemana u
TEMUTHUTIEPTPOPUN).

14/85/98 16:59. @9
STATE PED. CENTER OF ONKOHAEMATOL. P86 PP (551

PD1 "GE

. GULIK3FuT2

Puc. 4. KT 6unarepanbHoit HepoOIaCTOMBI COMHIHOTO CTPOCHUS C HEKPOTUIECKUMU
yuacTkaMu. KOHTpacTHOE BEIIECTBO B KOMIIPEMUPOBAHHON YallleuKe
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VY mnamuenTta ¢ onmyxosbio BunmbMca A0 omepanuu HEOOXOAMMO Y3HATh
O HAJIMYUH:

— (YHKUMOHUPYIOIIEH MOYKU HA JPYTO CTOPOHE;

— METacTa3oB B JIETKUX;

— TpoMOOB B HUKHEH MOJIOI BEHE.

CtagupoBaHue

N3 Bcex mpemyioKeHHbIX KiaccuduKkalui mo cragupoBaHuio Hedpobiia-
CTOM HauOOJbIlIee pacpoCTpaHEHUE MOoJy4yuia KiacCu(pUKanus, TpeaioxKeH-
Hasg G. D. Angio B 1972 r. C HeOOApIIMMU U3MEHEHUSIMU OHA NpUHATAa Mex-
JTyHapOJIHOM accormainue aerckux oHkojoroB (SIOP) um HamuonansHbIM
KOMUTETOM 10 u3ydeHuto Heppoodiaacrombl (NWTS).

I cragusa: omyxons OrpaHMdeHa OAHOM IMOYKOM M MOJIHOCTBIO yAajleHa
(pT1). Pa3speiBa onmyxonu A0 ¥ BO BpeMs omneparuu He ObLIOo, Kak U OWOTICUU
(32 MCKJIIOYEHHEM TOHKOMTOJIbHOW MyHKUUH). [Ipu rucronoruueckom uccie-
JIOBaHWM Karcyja WIH TICEeBIOKAaINCyjla OMyXOJdu WHTaKkTHbL. [lopaxeHue
JIOXaHKHU TaKkxe oTHocHuTtcs K | ctaguu.

IT cragus: onmyXxoiab pacopocTpaHseTcs 3a MpeAeiibl TOYKH, MOJIHOE yaalle-
HUE BO3MOXKHO (pT2). DTO MecTHOE paclpOCTPaHEHHUE OITyXOJH, B YACTHOCTH:

— TMpOpacTaHUE OIMYXOJIM B OKOJOMOYEYHYIO M OKOJOJOXAaHOUYHYIO KJIET-
YaTKYy;

— TMopaxeHue JUMQPOY3J0B BOPOT MOYKH W/WUIU MEPUAOPTAIBHBIX JTUM-
¢dboy3710B Ha ypOBHE MOYEYHOU apTepun. HekpoTusnupoBaHHbIE U KCAHTOMATO3-
HO-U3MEHEHHbIE JUMQOY3Jbl JOJDKHBI OBITh PACUEHEHbl KaK MOPa’KeHHbIE
(IT+);

— WHBa3usl COCYJIOB WJIM HaJW4He OIyXOJIEBOIO Tpomba 3a MpeiesiaMmu
MMOPAXKEHHOM MTOYKHU;

— HHBa3Us MOYETOYHHKA.

III craausi: HEMOJIHOE YyJAJCHUE OIMyXOdu 0€3 OTIHAJICHHBIX IeMaTOTCH-
HbIX MeTacTa3oB (pT3). DTa cTaiusi yCTaHABIUMBAETCS B CIAEAYIOUIUX CIIyYasX:

— TIpemorneparoHHasi OUOTICHS OMMyXOJH (32 UCKITIOUCHUEM TOHKOWTOJTh-
HOM MyHKIIUN);

— pa3pbIB OMYXOJIU O WIH MOCIE ONepaluu;

— TMEpUTOHEAJIbHBIC METACTa3bl;

— mnopaxeHue JUM(OY3JIOB BhIIIE WM HUKE YPOBHS Hadalla MOYEYHBIX
apTepuu;

— HEMOJIHOE yJAaJieHWe OMyXoJih (OCTaeTCsl 4acTh MOPaKEHHOW TKaHH,
HarpuMep UHPUWIbTPUPOBAHHASL CTEHKA HMXKHEH MOJI0M BEHBI WU OITyXOJIEBBIN
TpoMO B He).

IV cragus: omyxoyiu ¢ OTIaJIEHHBIMA METacTa3aMu (JIerkue, ne4yeHb, Koc-
TH, MO3T).

V craausi: GunarepaibHbIe OMyXOJH.
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Mexnaynaponnas knaccudukamus mo cucteme TNM, mpemioxeHHas B
1980 r., yyuThIBa€T KIMHUYECKYIO U PAIUOJIOTHUECKYI0 HHPOPMAIIUIO, a TAKXKE
JaHHBIE OIEpaluyd W TUCTOJIOTMYECKOTO HCCIEIOBAaHUs, YKa3bIBAIOLIME Ha
OTCYTCTBUE WJIM HAJIMYME OPAKEHUS TUM(DaTUUECKUX y370B [4, 8]:

TO0: HEeT Mpu3HAKOB MEPBUYHON OITYXOJIH;

T1: Her yBenuueHUs NOYKH, yporpadusi CBUIETEIbCTBYET O MHUHMMAJIb-
HOM MU3MEHEHHH Yalleyek;

T2: nmouka yBenuyeHa, MOABM)KHAsA, Ha yporpaMMme BHUJHA OoJjbluas Je-
(dopMarnus 0JTHOM UM IBYX YalleyeK WM CMEUIEHHE MOYETOYHHKA;

T3: mouka yBenuueHa, MOJABHKHOCTh OIpaHUYEHA O€3 MOIHON (UKCAUuu
WJIM UMEIOTCS ITPU3HAKYU CIABJIMBAHUS COCYJI0B, HAIIPUMEP BAPUOKOLEIIE;

T4: nouka yBenuueHa U MOJIHOCTHIO HETOIBUKHA;

NX: HEBO3MOXHO OLIEHUTh COCTOSIHUE PETMOHAPHBIX JIMM(ATUUECKUX Y3II0B;

NO: HeT NPU3HAKOB MOPAKEHUS PETHOHAPHBIX JIUM(PATUUECKUX Y3IIOB;

N1: peruonapusie TUMpaTHUECKHUE Y3l TOPAKEHBI;

MO: HeT NpHU3HAKOB OTAAJICHHBIX METACTA30B;

M1: umeroTcst OTAalIeHHbIE METACTa3bl.

[Ipu stom knaccudukanuss TNM npennaraer AONMOJHUTENbHBIE KAaTEro-
puu P 117151 Gonee TOUHOM TpyNNUPOBKHU CIy4yaeB, KOI/Ia UMEIOTCS JaHHbIE TUC-
TOJIOTUYECKOro wuccienoBanus. [Inst HedpoOmacTomMpl rucTonaToIoruyeckast
kareropus P cienyromas:

P1: onyxonb, UHGUABTPUPYIOLIAS TOJBKO MAPEHXUMY MOYKH;

P2: onyxoib, pacpoCTpaHsOIasAcs 3a Mpeaesbl NOYKHU, HO HE UHPUIBT-
pupylolIas UHTpapeHAIbHbIE WM SKCTpapeHalIbHbIE BEHbl W/WIN JUMpaTHye-
CKHE COCYJIbI;

P3: onyxoisib, MHQUABTPUPYIOLIAS MHTPAPEHAIbHBIE WM SKCTpapeHallb-
HbI€ BEHbI WU JTUM(ATUIECKUE COCYIBI.

HomenkJiaTypa onyxoJieil mo4ex y Aerei cieyromas:

[.  Onyxonu ¢ HU3KOM CTENEHBIO 3JI0KAYECTBEHHOCTH (OJIaronpUsITHBIC):

— KHCTO3Hasi, 4aCTU4YHO IudepeHirpoBannas HegpoodiacToma;

— HedpobdiacToma ¢ pudOpPoageHOMATO3HONOAOOHBIMU CTPYKTYpaMHu;

— HedpobractoMa ¢ BBICOKOIU(PGEPEHIIMPOBAHHBIM AIUTEINATBHBIM
THUIIOM;

— Me3o0yiactTudeckas Hegpoma.

II. Omnyxomnu co cpeaHelt CTENEeHbIO 3JI0KAaYeCTBEHHOCTH (CTaHAapTHHIC):

— HedpobracToma ¢ 1Ioxo AudpGepeHINPOBAHHBIM UTETUATBHBIM THUIIOM;

— HedpobiacToma ¢ peryJIspHOMN WM HEPETYIISIPHON O1acTeMON;

— HedpobracTtoma ¢ mpeobiagaHueM CTPOMBI (BKIOYasi (heTaabHBIH
pabAOMHUOMATO3HBIN THII).

III. Omyxonu ¢ BBICOKOW CTENEHBIO 3JI0KAYECTBEHHOCTH (HEOIaronpusT-
HBIC):

— HedpoObiacTomMa ¢ aHarIa3ueH;
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— HedpobaacTomMa ¢ CapKOMaTO3HON CTPOMON;

— CBETJIOKJICTOYHAs CapKoOMa.

IV. Hexnaccudunupyemoie HehpoOIacTOMBI:

— HedpobracToma, MpU KOTOPO HEKOTOPHIE XapaKTEPUCTUKU COXPAHEHBI;
— TIOJIHOCTBIO HEKPOTU3UPOBaHHAs HEPpobiacToMa.

V. Jlpyrue 3m0Ka4eCTBEHHBIE OMyXOJIH:

— TI0YEYHO-KJICTOYHBIN pak;

— pabmougHas OImyXoJib;

— 3JI0KadecTBeHHas JuMdoma.

MpuHUMNbI NeYeHun

B nacrosiee Bpemsi oOuienpuHsTas KOMILIEKCHAsI MporpaMma JieueHus
neTeil, 00NbHBIX HeGPOoOIaCTOMOM, BKIIIOYAET B c€0sl XUPYPruuecKoe, XMMHO-
TEpareBTUYECKOE JICUCHUE M JydyeByro Tepanuto. CylllecTByeT JBa IMOAX0Ja
B JICYCHUH HEPPOOIACTOMBI:

1. JleueOnas Taktuka NWTS (koornepupoBaHHOE KIMHUYECKOE HUCCIEI0-
BaHue, MpoBoauMoe, B ocHoBHOM, B CIIIA u Kanane ¢ 1969 r.) coctouT B TOM,
YTO JICYEHUE HAYMHAETCS C HE(PAIKTOMHUHM, U MOCIE YCTAHOBJIEHUS TUCTOIOTH-
YECKOT'0 TUMa OMyXOJH (OJIaronpUsTHBIA WIM HEOIAronpHusITHbIN) BeIOUpaeTcs
cXxeMma JIEYCHHUsI Pa3IMYHOM MHTEHCHUBHOCTH C NMPUMEHEHHEM BUHKPHCTHHA,
JTAKTMHOMUIIMHA U aJpUaMUIIMHA C JIy4yeBOW Tepanueil uiau 6e3 Hee. JleueHue
nutes 66 nexpens (NWTS-3).

2. Jleueonas taktuka SIOP (koonmepupoBaHHOE KIMHUYECKOE UCCIEI0Ba-
HUE, IPOBOJIMMOE, B OCHOBHOM, B EBpormie ¢ 1971 r.) maetr npeumyiiecTBa Ha
MIPOBEJCHUE MPEIONEPATMOHHON XUMUOTEPATIUU.

C 1993 r. B pamkax SIOP mpoBonarcs HOBbIE JIeUeOHBIE CXEMBbI, UCXOISI
U3 TOJIYYEHHBIX JAHHBIX 3a Ipouuiblie roabl. [IpogoiKUTEeNbHOCTD JIeUeHUS,
€ro MHTEHCHUBHOCThH, & TAK)K€ HUCIIOJb30BAaHUE JIYYEBOM TEpamnuu 3aBUCHUT OT
CTaauu U THcToJorndeckoro Tuna omyxonu (SIOP Beigenser GiraronpusiTHBIN,
CTaHJAPTHBIN U HEOIArONMPUSATHBIN THUIIBI).

OcHogHble NPUHUUNDBL XUPYPIUUECKO20 NedeHusA. XUPYPruuecKoe Jieye-
HUE BBIIOJIHIETCS KBATM(PUIUPOBAHHOW XUPYpPrudyecKoil Opurajgoi B crenua-
JU3UPOBAHHBIX LIEHTPAX.

AJIEKBaTHBIM XUPYPTrUYECKUM JOCTYIIOM OCTAETCs MONEPEUYHBIN TpaHcad-
JOMHUHAJIBHBIA pa3pe3 C IMEPECEUEHUEM HIICUIIATEPATIbHON MNPSAMON MBILILIBI
KUBOTA ¢ TeX mop, kak Gross B 1953 r. ony6iukoBai cepuro padot mo HehpoIK-
TOMHUHU B JIETCKOM OHKOJIOTMYECKOH mpakTuke. Penko mpuberarT K Topakoad-
JOMHHAJIBHOMY JIOCTYITY, €CJIi OO0JIbIIAsk OMyX0Jdb UCXOJUT U3 BEPXHETO MOJI0-
ca MOYKH WIM UMEIOTCS UIICUIIATEPATIbHBIE METACTA3bI B JIETKUX. Takol 1ocTyn
MO3BOJISIET OJJHOMOMEHTHO BBITIOJHUTH U HEPPIKTOMHIO, 1 METACTa3dKTOMHUIO.
[Tocne namaporoMuu TmiaTeabHask PEBU3UST OPTaHOB OPIONTHOM TMOJOCTH M 3a-
OpIOIIMHHOTO MpocTpaHcTBa oOs3arenbHa. Oco0oe BHUMaHHE ClieayeT oOpa-
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TUTh Ha COCTOSIHHE KOHTPJIATEPAIIbHOM MOYKH (Taablanus ee mepeaHen u 3a-
HEell MOBEepXHOCTH). MoOuIM3aIus BOCXOIAIETO MM HUCXOMSILIErO OTIEIOB
TOJICTOTO KHIIIEYHHUKA JOJHKHA BBIMOIHITHCS OCTOPOKHO, 0€3 HapyIIeHUs KPo-
BOCHaOKeHUS KUIIKH. PekoMeHyeTcst pa3ienbHas mepeBsa3Ka cCHadaia moved-
HOI apTepuu, 3aTeM BeHbl. Eciii onyXoib sBiseTcS OOIIMPHON U HE yJaeTcs
COXpaHUTh OpraH, MOpa)X€HHasl MOYKa JOJKHA OBITh yAalieHa C MepUupeHallb-
HOM dacumeit u kinetyaTkon (puc. 5, 6). Besuecku cienyer uzderath pa3pbiBa
omyxoJid. B ciydasix nmopakeHusi BEpXHEro IMoJt0ca MOYKHU YaCTO HAATOYECHHHUK
BKJIIOYaeTcs B OJIOK ynansieMbIX TKaHel. MOYeTOUHHUK nepeceKkaeTcsl Ha YpOBHE
MOueBOro my3sipsi. OmyxoseBble TPOMOBI HUKHEH MOJION BEHBI HAOIIOAAI0TCS
10 6 % ciyuaes, u B 50 % oHU IpOTEKAIOT 6ECCUMITOMHO.

Puc. 6. Makponpenapat onyxosn Bunsmca
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Hoonepanmonnoe Y3U 00bIYHO UACHTUDUIHPYET CIEAYIOMINE THIIBI
TpoMOa B HIKHEH TOJIOH BEHE:

— HedukcupoBaHHble (CBOOOJHO QuioTHpYyIOIIKUE) TpPOMOBI (yAAIAIOT
MOCJIe KaBOTOMHUH);

— (DMKCUPOBAHHBIE CO CTEHKOM BEHBI (YIAJSIOT C MOMOIIbIO CHEIUalb-
HBIX OaJIOHHBIX KaTeTepoB Fogarty);

— WHOUIBTPUPYIOILIKE CTEHKHU BEeHbI (HE00X01MMa PE3EKIUs BEHBI);

— OIyXOJIeBbIE TPOMOBI, JAOCTUTAIOIIME MpPaBOro mnpeacepaus (HeoOxo-
JMa orepalus B KapAUOXUPYyPrudecKon KIMHUKE).

PanukanbHast nuM(paaeHOSKTOMHUS HE YyiIydllaeT pe3yJbTaTa JICUECHHUS.
OpnHako Bce MOJO3pUTENbHBIE JUM(OY3/Ibl HAa YpOBHE IOYEYHOW apTepHH,
BOPOT IMOYKHU (PETHOHAPHBIE), & TAKKE BBIIIE U HUKE 3TOr0 YPOBHS (IKCTpape-
THOHAPHBIE) TOJKHBI OBITh yIAJICHBI.

Ponv nyueeoit mepanuu 6 neyenuu Hepoodracmomet. Ellle nuoHepamu
Jy4eBOM Tepanuu ObUIO OTMEYEHO, 4YTO HedpoOisacTomMa — paguodyBCTBHU-
TenpHas onyxodb. B nmepBoM SIOP-uccnenoBanuu nydeBas Tepanusi OpUMEHS-
J1ach B MPEIONEPALNOHHOM NEPUOJE. ITO B 3HAUUTEIBHON CTEIEHU CO3/1aBaJIo
OJIaronpusATHBIE YCIOBHUS NJIsi BBINOJHEHUS HE(PIKTOMHUHU, NMPU ITOM YHCIIO
Pa3pbIBOB OIMYyXOJIM 3aMETHO YMEHBIIAIOCh. B panbHEHeM mpeaonepanuoH-
Has JiydeBas Tepanus Oblla 3aMEHEHa MPEeAOoNepalMOHHON XUMHUOTEpaIUeH.
B nHacrosimiee Bpemsi nydeBas Tepamnusi MPUMEHSETCA B IMOCICONEPAMOHHOM
nepuose npu craguax II, I, IV, V. Cymmapnas oudaroBas jg03a 3aBUCHUT OT
CTa/INM, TUCTOINATOJIOTUH, a TAKXKE BO3pacTa.

ITpu cragusx 11 u Il mo3a Ha 30HY OBIBIIETO PACHOJIOKEHHUS OMYXOJIU
cocraBisieT 15 I'p B pexxume oObruHOTO (DpakimuonupoBanusa (mo 1,5-2 I'p).
[TapaaopranbHas 30Ha WIHM APYTHME MECTA B CIIy4YasiXx COMHUTENbHONU paguKalib-
HOCTH ONEpPALMH JOMOJHUTEIBHO OOJIY4YarOTCsl OrPaHUYEHHBIM II0JEM €Ie
10-15 I'p, ecniu onyxonb HE OTHOCUTCS K HeOnaronpustHou. [locnennss tpe-
oyetr nmomosiHuTenbHO eme 5—10 I'p. B ciyyasx uHTpanepuToOHEaIbHOTO pa3-
phIBa OIyXOJIU BCA OpromrHas moJjiocTh obaydaercs 10 20 I'p (axpanuzarus
3nopoBoi mouku nociie 12 I'p). JlydeBoe nedyeHue ciaeayeT HayaThb B TEUCHUE
10 nHe#t mocne onepaiuu.

Jlerkue obaydarorcs a0 15 I'p (mo 1,5 I'p). OtnenbHbIe y4aCTKH JETKUX
MOTYT OBITh JOMOJHUTENHHO 00y4eHbl S—10 I'p (Ha 30HY OCTaTOYHOM OITyXOJIN).

Ponv xumuomepanuu é neuenuu nedppoodracmomsl. Heppobnacroma —
3TO MEpBasi CONMJHAS OIYXOJIb Yy JIeTed, KOTOpas OKa3ajlachb 4yBCTBUTEJIBHON
K CUCTEMHON XMMHOTEpanuu (B YaCTHOCTH, JAKTUHOMHULMHY). IlepBbIM Hc-
M0JIb30BaJl JAKTUHOMMIIMH JJIsl a{bIOBAHTHOTO JICUEHUs NpU HeppobdiacTome
Farber u ero komneru B 60-e rr. 3arem cTan MIUPOKO MPUMEHSTHCA €I1I€ OJUH
aKTUBHBIM MPOTUBOOITYXOJIEBBIN Mpenapar — BUHKPUCTHUH. [1o3xke Obu1a qoKa-
3aHa 3(QQPeKTUBHOCTH aApuamuimHa npu HedpoOmactome. [locnemnue ros!
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Takke ucrnoinbzyercs nudochamua, kapoomnatud u VP-16. Xumuorepanus mnpu
He(pobIacToMe 3HAYUTENBHO YIIYUIIIUIIA PE3YIbTATHI JICUCHUS.

CoBpemeHHbIe JieueOHbIe CXEMBI TTO3BOJISIIOT MOJIYYUTh XOPOIIUE Pe3yilb-
TaThl MPAKTUYECKH BO BCEX CTpaHax Mupa. B 1enom, oOmias maTuieTHssT BbI-
*kuBaeMocTh coctaBisieT 80-90 %. Ilo nanaeiM PHIILL geTckoil oHKOJIOTHH U
reMaToJIoruu, 3TOT nokaszateiab B 2001-2006 rr. 611 paBeH 88,7 %.

Heiipods1acToma

Heiipo6i1acToMa — oMH U3 BUAOB 3JI0KAYECTBEHHBIX OITyXOJIEH, BO3ZHU-
KaloLUX U3 TPUMOPOUIHBIX KJIETOK HEPBHOI'O Ipedellika, U3 KOTOPBIX B HOpME
oOpa3yeTcss MO3rOBOM CJIOM HAIMOYCYHUKOB W CHMIIATUYECKUE TaHTJINH.
Bcerpeuaercst oObI4HO y MiTafieHIEB, AeTei 10 10 JeT U oYeHb perKo — y Jie-
TEW cTapuie 3TOro BO3pacTa.

Opna Tperb HEHpOOJIacCTOM pa3BHUBAETCS B HAANOYEUHHKAX, Apyras
TPEeTh — B OPIOIIHOM MOJOCTH MO XOAY HEPBHBIX CTBOJOB BJOJIb TO3BOHOYHHU-
Ka U OCTaJlbHble — B I'PYAHOM MOJOCTU U Ha mee. HekoTopeie HelipoOi1acToMbl
BO3HUKAIOT U3 CIIMHHOTO MO3ra. MIHOr1a B CBSI3U C IIMPOKUM PaCIpOCTPaAHEHNU-
€M OIlyXOJIX Ha MOMEHT [IMAarHOCTUKU TPYAHO YCTAHOBUTH TOYHOE MECTO,
OTKY/1a BO3HMKJIA OIyX0Jb [3].

He Bce ommyxosn HEpBHOW CUCTEMBI OTHOCATCA K 3J10Ka4Y€CTBEHHBIM HOBO-
oOpaszoBanusM. ["aHrIMOHEBpOMa — IpUMEpP T0OPOKAYECTBEHHOM OITyXOJIH.

["anrnmoneiipobiacTtoma SBISETCA CMEIIAHHOW OMyXOJIbI0 U COACPIKUT
KaK 3JI0KaueCTBEHHbIE, TaK U JoOpoKauecTBeHHbIe yuacTKu. Hespenble (31m0Ka-
YECTBEHHBIE) KJIETKH 3TOM OIYXOJIA MOTYT PacTH M METacTa3upoBarbh. ['aHr-
JIMOHEBPOMBI OOBIYHO YAAIAIOT XUPYPTHUECKUM IIyTEM, 3aTEM OHU TILATEIBHO
M3YYaIOTCS 10l MUKPOCKOIIOM ISl BBIACHEHUS, €CTh JIX TaAM Y4YaCTKH T'aHIJIMO-
HelpoOnacToMbl. B ciyyae ycTaHOBIIEHHS OUMAarHo3a IaHMIMOHEBPOMBI JIOIOJ-
HUTENbHOE JIeueHue He Tpedyercd. ['aHrnmoHeipo0aacToOMbl, HAIPOTHUB, JIEYaT
TaK K€, KaKk 1 HeHpoOJIaCTOMBI.

PACNPOCTPAHEHHOCTb

HelipoOnacToma siBiIsseTCS caMOMl 4acTOM OIMyXOJbIO Y MIIAJICHLEB, OHA
3aHMMAET YE€TBEPTOE MECTO I10 YaCTOTE CPEAM BCEX 3JIOKAUYECTBEHHBIX OITYXO-
nelt y nereii 6oisee crapiiero Bozpacta (1—14 net), a Takke mociae OCTPhIX JieH-
KO30B, OIMyXOJIei HEHTPaIbHOW HEPBHOM CUCTEMBI U 3II0KAYECTBEHHBIX JTUMPOM
u coctaBisier 7 % ciyuaeB. Exeronno peructpupyercsa 10 HeilpobnactoM Ha
1 000 000 xuBOpOXACHHBIX neTeil, B Poccum 3abosieBator 6-8 nereil Ha
1 000 000 nmerckoro HaceneHus a0 15 ner (cpegHuil Bo3pact — 2 roja), B
CIIA aumarsHoctupyetcst npuOau3uTebHo 650 HOBBIX cllydaeB HeWpoOI1acTo-
MBI B IO/, U 3Ta LU(]pa AEp>KUTCA CTAOWIBHO B TeueHre MHorux jetT. B 50 %
ClIydyaeB HEMpOOIaCTOMBI JUATHOCTUPYIOTCA y JeTel Ao rona, B 75 % — 1o
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4 ner u B 90 % — o 10 ner. IIuk 3a00s1€Ba€MOCTH MPUXOJUTCS HA JIBYXJIET-
HUI BO3pacT. Y MaJIbYMKOB HEWpPOOJAcTOMA BO3HUKAET HECKOJIBKO Yalle, YeM
y neBouek. Ha kaxzpie 6 onmyxosieil y MaJIbUUKOB IPUXOAUTCS 5 CIIly4aeB y Jie-
Bouek [ 1-3]. 3aboneBanusi, accouupyemMbie ¢ HeHpoOIaCTOMOM, CAEAYIOITUE:

— HelpogudbpomaTos;

— 0Oose3Hb ['mpmmpyHra ¢ aHrIMOHAIBHON TOJICTON KUIITKOM;

— TeTepoXpoMUs MPHU MICHHOU HelpoOIacTome;

— ciay4yau (eoXpOMOIIMTOMBI B CEMBE;

— CHUHIpPOM (DeTanbHOTO TH/IaHTOMHA;

— aJIKOTOJIbHBIN CUHAPOM ILUIOAA;

— He3uAn00JacTo3.

Yacrora in situ HeripoOracToMm cocraBisier 1 ciywait Ha 259 ayrtoricuid
y Jerel B Bo3pacte A0 3 mecdAneB. MHbIMH CllOBaMM, 4acTOTa BbISIBJICHUS
HelipoOnacToM npu ayrorncuu 6osaee yem B 400 pa3 Bblllle KIMHUYECKOUN pac-
IIPOCTPAHEHHOCTH OITyXOJIH, YTO YKa3bIBAET HA CIIOHTAHHYIO WHBOJIOLMIO WU
CO3pEBaHUE OMYX0JIU y OONBIIMHCTBA JIETEH.

HeiipoOnacToMbl MHOTAQ AMArHOCTUPYIOTCS Cpa3y IOCJHE POXKIAEHUS IO
HaJIMYMIO METACTa30B B IJIALEHTY.

B Pecny6nuke benapychk rpyOsiii mokaszatens 3abosneBaemoctd B 2001—
2006 rr. cocraBuia 0,80 caydaeB Ha 100 000 nerckoro Hacenenus [1]. 3aboe-
BaHME Yallle PETUCTPUPOBAIOCH Y MAIbYMKOB, YEM y AEBOYEK, U UX COOTHOIIIE-
Hue coctaBmio 1,36 : 1 ¢ mpeobiiamanuem aeTelt B Bo3pacte 10 roaa (25,5 %) u
no 3 ser (72,5 %) [1, 8].

KnuHUKA

HelipoOnacToma siBisieTcsi HEOOBIUHOM OIMYyXOJIbIO 110 MHOTUM IPUYMHAM,
1 B OOJIBIIMHCTBE CIY4YaeB OIMYXOJEBbIE MACChl PACOI0KEHBI BI0JIb CUMITATH-
YECKUX HEPBHBIX CTBOJIOB. B 75 % ciyuyaeB HelpoOIacTOMBbI MPEACTABICHbBI
0ecCUMNTOMHBIMU OMYXOJISIMU OPIOIIHOM MOJIOCTH C METACTa3aMHu.

HetipoOnacToma MoxkeT Bectu ceOsi HEOOBIUHBIM 00pa3om. MHorma orry-
XOJIEBBIE KJIETKH MPOU3BOJILHO MOTHOAIOT, U OMYyXO0Jjb ucue3aeT. Takoe siBieHue
BCTPEYAETCS Yalle BCEro y OYEHb MAJEHBKHUX JETEH M 3HAUUTEIIBHO PEXKE y
00JBHBIX OOJiee cTapiIero Bo3pacra. B psae ciiydaeB ommyxoJieBble KIETKU ca-
MONPOU3BOJIBHO CO3PEBAIOT U MEPECTAIOT ACNUThCS. Takum oOpa3oM HEHpo-
OJlacTomMa MPEeBPALLAETCS B TAHTJIMOHEBPOMY — JOOPOKAYECTBEHHYIO OMYXOJIb.

B 7 u3 10 cinyyaeB HeiipoOiacToMa Ha MOMEHT AUArHOCTUKU YK€ UMEET
MetacTasbl. [Ipu3Haky ¥ CUMITOMBI HEHPOOIACTOMBI 3aBUCST OT JOKAIU3ALUU
NEPBUYHON OMYXOJU M CTENEHH PACIPOCTPAHEHUs Ipouecca B OJIM3IeKanue
WIN OTHAJICHHbIE OpraHbl W yacTu Tena. Haubosee yacThiM MPU3HAKOM HEM-
pOOIACTOMBI SBJISIETCSI OMYXOJb B JKUBOTE, KOTOPAsi MPUBOJUT K YBEIUYEHUIO
ero pasmepoB. PeOeHOK MOXET *aloBaThCsl HA YYBCTBO PACIHUpAHUS JKUBOTA,
muckoM@opT unu 601b, KaK pe3ysbTaT Hau4us omyxoiu. OIHaKO Majgbnanus
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OITyXOJI HE BBI3BIBACT OOJIEBBIX OmIymieHud. OMyXoib MOXET PacloararbCs
U B JPYTUX 00JacTsAX, HAPUMEp Ha 1Iee, paclpOCTPaHSACH 3a TJIa3HOE A0JI0KO
U BbI3bIBas ero BbinsiuuBaHue. HeipoOnactoma yacto mopaxaer koctu. Ilpu
ATOM PEOCHOK MOXET KaJ0BaThCs Ha OOJM B KOCTSAX, XpOMaTh, OTKa3bIBATHCS
X0auTh. B cimywae pacnpocTpaHeHUs OIyXOJM B CIHMHHOMO3TOBOWM KaHAll
MO>XET BO3HUKHYTH CJIaBJICHHE CIIMHHOI'O MO3ra, YTO MPHUBEAET K CIaboCTH,
OHEMEHHUIO U NapaIndy HUKHUX KOHEUHOCTEM.

VY KaXJI0ro 4eTBepToro 0OJbHOr0 BO3MOXKHO IOBBIIICHUE TEMIIEPATYPHI.
NHorpga y nuil ¢ HEHpoOIacTOMON BO3HHMKAET OTEK HUKHUX KOHEYHOCTEH
U MOIIOHKHM 3a CUeT CIABJIEHUS KPOBEHOCHBIX M JHMM(pATUYECKUX COCYIOB
B 00JIacTH MaJIoToO Tasza. B psije ciyuyaeB pacTyiasi OmyXxojb MPUBOAUT K Ha-
pyuieHuo GyHKIUA MOYEBOTO MY3bIpSt M TOJCTON KHUIIKHU. J[aBieHune HEeMpoo-
JJACTOMBI HAa BEPXHIOKO MOJIYIO BEHY, KOTOpPast HECET KPOBb OT TOJIOBBI U IIEU K
CepAIy, MOXET BbI3BaTh OTEK JIMIA WM TJIOTKUA. DTHU SIBIICHUS, B CBOK OYE-
penb, MOTYT OOYCJIOBUThH HApYIICHHWE IbIXaHUS WM TJIO0TaHus. B pesymnbrare
CIaBJICHUS HEPBOB B IPYAHOM MOJOCTU U HA 1I€€ BOBHUKAIOT TAKUE CUMIITOMBI,
KaK OMYIIEHUE BEK U CyXeHHue 3payka. CaaBiieHUE HEPBOB OKOJIO MTO3BOHOYHU-
Ka MOJET MPUBECTH K TOMY, YTO PEOEHOK IMOTEpsieT CIOCOOHOCTh JBUTATh
pykamu uin Horamu. [losiBneHue romy0ooBaThlX WM KPACHOBATHIX ISITEH, Ha-
MOMHUHAIONIUX HEOOJBbIINE KPOBOMOJTEKH, YKAa3bIBA€T Ha IMOPAXEHUE KOXKHU
OIYXOJIEBBIM ITporieccoM. M3-3a BOBI€UYEHUS B MPOLECC KOCTHOTO MO3ra, Mpo-
M3BOJIAIIETO KIETKU KPOBHU, Y PeOCHKA MOTYT CHU3UTHCS BCE TOKA3aTEIU KPO-
BU, YTO BBI30BET CIA0OCTh, YacThle MHMEKIMU U TOBBINIEHHYIO KPOBOTOYH-
BOCTb [IPY HE3HAYUTEJIBHBIX TPaBMax (Mope3ax WIH LapanuHax).

AHATOMUYECKAS NNOKANU3ALIUA

Knuamueckue nposiBICHUSI 3aBUCAT OT JIOKATM3AIIUHU TIEPBUYHON OITYXOJIH:

— 2011064 U Wies: OJHOCTOPOHHHUE MAIBIIUPYyEMbIE OIMyXOJIEBBIE MACCHI,
cungpom ['opHepa (Mu03, ITO3, YHODATIEM, AaHTUJIPO3);

— opbuma u ena3za: BTOPUYHBIE OMYXOJIM OPOUTHI C TEPUOPOUTAITHHBIMU
KPOBOM3IUSHUAMHU («TJIa3a €HOTay), 9K30(TaabM, MajgbIupyeMble Cynpaopou-
TaJbHBIE OMyXOJEBbIE MACChI, PKXUMO3bI, OTEK BEK U KOHBIOHKTUBHI, ITO3. [Ipn
MOPaKEHUN MO3Ta — OTEK COCKa 3PHUTEIHHOTO HEpPBa, KPOBOMBIIHUSIHUS B CET-
4aTKy, aTpousi 3pUTEIHLHOTO HEPBA, IMape3 HAPy>KHOW MPSIMOW MBIIIIIHI TJ1a3a,
Kocornasue. [Ipu mopakeHUM CUMIATUYECKUX Y3JI0B IIEH — TETEPOXPOMUS
pPanayKKH, aHU30KOpHUs, CUHIpPOM ['opHEepa, OMCOKIOHYC (CHHAPOM TUISAIIYIITUX
riias);

— 2pyOHas KlemKa: BEPXHHE OTACITBI: OBIIIKA, JISTOYHBIE WH(EKIIHH,
nucdarus, craBieHrue TUMQPaTHICCKUX MPOTOKOB, CHHIApPOM [ OpHEpa; HIKHUE
OTJEJNBI: OOBIYHO CHUMIITOMBI OTCYTCTBYIOT;
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— OproWHasA no10CMmyb: AHOPEKCHsI, PBOTA, OOJIH B )KUBOTE, MAJIBIIHPyEMbIe
OITyXOJIEBBIE MAcChl, MHOYKECTBEHHBIC METACTa3bl B MEUYECHb C PECIIUPATOPHBIM
JUCTpeccoM Wi 0e3 Hero (0COOEHHO YacTO BCTPEYAETCS Y HOBOPOKIEHHBIX);

— Manvlil mas: 3amop, 3aJepKKa MOYH, MaJbUPyEeMbIe MpecaKpaabHbIe
MacChl IPH PEKTATHHOM HCCIICJIOBAHHH;

— OKOJIONO0380HOUHbIU pecuor (HEHpOOIACTOMBI B BHJE TaHTEIU WIA
MIECOYHBIX YacOB): JIOKAJM30BaHHAs OOJb W TMOBBIINICHHAS YYBCTBUTEIHHOCTD
B CIIMHE, XPOMOTA, C1a00CTh B HOTaX, TUIIOTOHUS, MBITIIEUHast atpodus, aped-
JeKcusi, Tuneppedaekcus, Mmaparieru, CKOJINuo03, AUC(HYHKIHUS MOYEBOTO H
aHAIBHOTO CPUHKTEPA;

— Jqumgbamuueckue y3ibl: UX YBEIUUEHUE;

— KocmHas mKanb: 00JIb, XpOMOTA, Pa3IpaKUTEIBHOCTh peOeHKa Npu
HAJIMYUHU METACTa30B B KOCTHBIA MO3T U KOCTH;

— Jeekue (4actora nopaxenus coctasisieT 0,7 %): ouaru nopaxkeHus;

— 20JI06HOU MO32: OYEHb PEIKH METACTa3bl.

MPOABNEHUSA

Hecneunduyeckue cucreMHble NMPOSIBJIEHHSI HEHPOOJIACTOM BKIIOYA-
I0T JIETApruio, aHOPEKCHUIO, OJETHOCTh KOXKHBIX IOKPOBOB, CHIDKEHHE Beca,
0071 B )KMBOTE, CI1A00CTh U Pa3apaKUTEIbHOCTb.

OTa OMyXoJb BBIACIAECT TOPMOH, IPUBOSAIINNA K HEOOBIYHBIM M3MEHEHU-
M B OpPraHHU3Me, HAIIPUMEP BPAILATEIbHBIM IBMKEHHUSIM TJIa3HBIX sI0JI0K, cra-
CTHUYECKUM TOACPTUBAHUSAM MBIIII, HATUYUIO MOCTOSHHOTO KHAKOTO CTYJIA.
Yka3aHHbIE H3MEHEHHS HOCST Ha3BaHUE MapaHeOIIaCTUIECKIX CUHAPOMOB.

IapaneonyiacTnyecKue NPosIBJIEHUS CIEAYIOIINE:

1. Ilpusnaxu us3bbimouHoOU cekpeyuu KamexolaMUHO8: BHE3AIHbIE MPHU-
JIUBBI, COIMPOBOXKIAIOIIUECS TMOBBIIMICHHBIM MOTOOTACIEHUEM, OJIEIHOCTBIO,
rojioBHOU Ooublo, cepauneduenneM u nosbimeHnemM AJl. Tlocneanee oObI4HO
O0OyCJIOBJIEHO BBICOKMM YpPOBHEM pPEHHHA, KOTOPHIH BO3HUKAET BCIEACTBUE
MOpaXEHUsI COCY/IOB MOYEK.

2. Ilpuznaxu uz0blmoyHoOlU cekpeyuu 8a30aKMUEHO20 UHMECMUHANTbHO20
nenmuoa (BHUII): npody3Has BOASHUCTAS AUapes, COMPOBOXKIAIOIIASACI HAPY-
[ICHHEM COCaHUs TPYyAH, YBETWUYCHHEM OObeMa >KMBOTAa M THIIOKATUEMHEH.
OTU cUMOTOMBI OOYCIIOBICHBI BBHICOKMM YPOBHEM CEKPEIMH 3HTEPOrOPMOHA
BUII-xknerkamu He#pobnactombl (cuHiapom Kepuepa—Moppucona). BUII-
CEKPETUPYIOIINE OMYXOJH UMEIOT OMOJIOTMYECKH OJaronpusiTHOE TMCTOJIOTH-
YECKOE CTPOEHHUE.

3. Ocmpas muoknoHuueckas suyeganronamusi: CAHAPOM ONMUCTOKIOHYCA
¥ MHUOKIIOHYCa, XapaKTEepPHU3YyIOIUNICS BHE3AMHBIMU NIPUCTYTIaMH OBICTPBIX He-
IPOU3BOJIBHBIX JIBKEHUN TJIa3HBIX SI0JIOK BO BCEX HAIPaBJIEHUSX (OIMCOKIIO-
HYC), JBUTAaTE€IbHON IUCKOOPAUHAIIMEH BCIEJCTBUE YAaCTOTO HEPETYJISPHOTO
COKpAILIEHHs] MBIIII KOHEYHOCTEW M TyJIOBUIA (MUOKIOHUYECKUE CYIOPOTH).
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[Tocne ynaneHust omyxoyiv yKa3aHHbIE CUMIITOMBI MOTYT KaK COXPaHAThCS, TaK
U ucde3arb. [[porHo3 BBIKMBAEMOCTH XOPOUIUH, MOCKOJIBKY OIMYyXOJb HUMEET
OJIaronpusiTHbIC OMOJIOTHYECKHUE TIPU3HAKHY, B MPOTUBHOM Clly4yae MPOTHO3 TI0-
xo. O4YeHb 4YacTO BO3HUKACT XPOHWYECKUN HEBPOJOTHUECKUN JePUIIUT,
BKJTIOUAIOIIHH 3aJIePKKYy KOTHUTUBHBIX U MOTOPHBIX (DYHKIIUMU, 3aJIEPKKY pa3-
BUTHS PEYU U HAPYUICHUE [TOBEICHUS.

Bce netu ¢ mapaHeoruiacTU4e€CKUM CHHIPOMOM JIOJKHBI OBITH 00Cieno-
BaHbl Ha HaJIMuue HelpoOmacToMbl, MOCKONIbKY 30 % M3 HUX UMEIOT CKPBITO
POTEKAIOIIYI0 OMYyXOJb U3 KJIETOK HEpBHOIO rpedenika. MeTonbl o0cienoBa-
HUS, TIOMOTAIOIME YCTAaHOBUTH HAJIUYUE HEHUPOOIACTOMBI, CIIETYIOUIHUE:
CKaHMPOBaHWE C METaloI0CH3MHTYaHUIMHOM, C OKTPEOTHUIOM (PErenTopoM
kK comatoctatuny), KT mieun, rpyaHoil KieTku, OpIONTHOM MOJIOCTH M MaJoTo
Ta3a, ONpe/IeICHUE B MOY€ BAaHUIMIMUH/IAILHON U TOMOBAaHUIIMHOBOW KUCIIOT.

Ilamogusuonozua cunopoma onucmoxioHyc—muokaonyc. CHHIAPOM
00ycloBJIeH HanuuueM aytoantuten kiaccoB IgG u IgM, koTopeie oOpa3ytor
CBSI3M C LUTOIJIa3MOM KJIeTOK [lypkrHbE MO3KeUKa U C [UTOILUIa3MOM HEKOTO-
PBIX aKCOHOB O€JIOTO BEIIeCTBAa. AyTOAHTUTENA TAKKE CBI3BIBAIOTCS C KOPOT-
KUMU U JUIMHHBIMU aKCOHAMU TiepudepuuecKkux HEeHpOHOB.

Jleuenue cUHIpPOMa OMUCTOKJIOHYC—MHUOKJIOHYC 3aKJIFOUaeTCs B Ha3zHaye-
HUU JekcameTa3ona B jgo3e 0,1-0,9 Mr/kr/neHp BHYTph, TP €ro HedPEeKTUBHO-
CTH Ha3Ha4aeTcsi UMMYHOTTIOOYuH G B BbicCOKUX J03ax (150—500 mr/kr/neHs B
TeYeHHE 4 JTHEe), KOTOPBIM MOXKET OCJIa0sATh IeWCTBUE cTepounoB. Jletu, mo-
JTy4aronye XMMUOTEPAIIUIO 10 MOBOAY HEHpoOIacTOMbI (Ha TMO3HUX CTATUAX ),
MMEIOT JTyYIUiA HEBPOJIOTHUECKUI UCXOJ, 4eM OOJIbHBIE 0€3 XUMHOTEpaIuu.

HEOHATANBbHBLIE HEWPOBNIACTOMbI

HeoHnaranbabie HEMpOOIACTOMBI XapaKTEPHU3YIOTCS CICAYIOIIUMU TPHU-
3HaAKaMH:

— MHOXECTBEHHBIMH METacTa3aMH B IICUCHD;

— IVS craaueit Helipo61acTOMEL;

— TOJKOXKHBIMHU Y3€JIKaMU;

— TOPaXXKEHUEM KOCTHOTO MO3Ta;

— MAaCCHUBHBIMHU KPOBOU3IUSHUSMH B OITyXOJIb;

BOJSTHKOM TUTOJIA W/WIJTH 3PUTPOOIACTO30M ILIO/A.

HeI/Ip06JIaCTOMbI MOTYT BBISIBIISITBCSI TPU JOPOJAOBOM YIbTPa3ByKOBOU
JIMarHOCTUKE, OOBIYHO OHU UMEIOT OJIarOnmpUsITHOE TEUCHUE U JIeUaTcsl XUpyp-
rMYEeCKHU, OCOOEHHO MPU HAIMYUKU HECKOJBKUX OJIArOMPHUSATHBIX MPOTHOCTUYE-
CKUX (aKTOpOB. Y MHOIHX JI€T€H OMYyXOJIEBbIE MACChl B OPIOIIHON MOJIOCTH
HE MaTBIUPYIOTCS, TOMBKO ¥ 50 % OO0JBHBIX MOBBIIICH YPOBEHb KAaTeXOJIaMU-
HOB B MOYe.

[Tpu IVS craguu 3a0osieBaHUsS MHOT/Ia BCTPEYAIOTCS CIEAYIOIIUe HeOJa-
TONPUSITHBIE OMOJOTUUECKUE TPU3HAKH:
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— JUIUIOMAHOCTH KiIeToK (18 %);

— ammmdukarnus N-myc (9,5 %);

— HeOnaronpusiTHoOe ructojorudeckoe crpoerue (10 %).

OTHU MpU3HAKH, NPSIMO KOPPEIUPYIOIIUE C TJIOXUM KIMHUYECKUM HCXO-
JIOM, UMEIOTCS TOJBKO Yy 20-25 % O6onbHbIX ¢ IVS craaueit 3a0oneBanus. s
ATOM CTaauy OOBIYHO XapaKTEPHBI CIIOHTAHHBIE CO3pPEBaHKE U perpeccus. Jletu
10 2-mecsiaHoro Bo3pacta ¢ IVS cranueii HelipoOaacToMbl 00J1a/1al0T BBICOKMM
PHUCKOM Pa3BUTHSI IE€MATOMETaIMd U MYJIbTHOPTAaHHONW HEIOCTATOYHOCTH, KO-
TOpbIE TIPUBOIAT K daraqbHOMy HcXony. HoBopokaeHHBIE, yMUpaIOmKUe Ha
IVS craguu HelipoO1acTOMbI, UMEIOT MAaCCUBHOE MOPaXEHUE TIEYSHU, KOTOPOe
MOPOKJAET JbIXaTEbHYI0 HEA0CTaTOYHOCTh, JIBC-CHHIApPOM, MOYEUYHYIO HE-
JOCTATOYHOCTh, CUHIPOM CHABJICHHUSI HUKHEUW IMOJIOM BEHBI M MATOJOTHIO Ke-
JyJIOYHO-KHILIEYHOro TpakTa. B Tabn. 1 nmokazaHa yHKUMOHANbHAs HEJOCTA-

TOYHOCTDB B 3aBUCHMMOCTH OT CTCIICHH I'CIIaTOMCTIaJINU U €€ OLICHKA B Oajax.
Tabnuya 1
@OYHKIHOHAJIBLHASA OPraHHAS] HEJOCTATOYHOCTH B 3aBUCHUMOCTH OT CTENleHHU
renaToMerajuu npu HeipoodaacTome y nereii

Crenensn
DYyHKUMOHAJIbHAS OPTaHHAS HEJI0CTATOYHOCTD Banasl
remarToMerajnumu
Kenyoouno-kuweunvie cumnmomoi:
1. IToreps ¢ ppoTHBIMU Maccamu 6osiee 10 % BBIMUTOM XKHUIKOCTH. | JIerkas 1
2. [loBTOpHAas pBOTa, TpEOYIOIIasi BHYTPUBEHHOTO BBEICHUS Tsoxenas 2
KHUJIKOCTH
Hvixamenvhas nedocmamoyHocmy:
1. Taxunuod (6onee 60 apIxaHUl B MUHYTY), TpeOyroiee Jlerkas/cpenusis 1
MIPUMEHEHUST OKCUTEHOTEPATIHH.
2. Heo6Xx01uMOCTh MOCTOSSHHON BEHTUJISILIUMY JIETKUX C MOJIOKU- | Tshxenas 2
TEJIbHBIM JABJICHUEM WJIM [IEPEBOJIA HA allapaTHOE JbIXaHHE
Benosnuvui 6ozepam:
1. Orex Hor. Jlerkas 1
2. OTexH HOT C OTEeKOM MOUIOHKH H/HJIM OTeKOM oOnacTi kpectua | Tshxenas 2
Co cmoponbl nouex:
1. Onurypus ¢ 00beMOM BBIACTSAEMON MOYH MEHEe 2 MJI/KI/4. Jlerkas 1
2. Onurypust ¢ NpU3HaAKaMHu TOYEYHOW HETOCTATOYHOCTH Tsoxenas 2
Y TIOBBIIICHUEM YPOBHEH a30Ta, MOUEBUHBI M KPEaTHHHUHA
Co cmoponwvl cemocmasa:
1. TpomGouuTonenus/JIBC-cunapomM ¢ ypoBHEM TPOMOOITUTOB Tsoxenas 2
MeHee 50 000

Cuctema 0aIOB MCIOIB3YETCS ISl IPUHATHS PEIICHUS O PaHHEM Tepa-
MIEBTHYECKOM BMeEIIaTeILCTBE. PaHHee JeueHne IoKa3aHo:

— HOBOpOXJIeHHBIM c IVS cranueii omyxonu u 1 6auiom;

— Oounee cTapmmM JeTsaM ¢ 2 u 6ojee Oaiamu.

" Hsu, L. L. Hepatomegaly in neuroblastoma stage 4S : criteria for treatment of the vulnerable neo-
nate / L. L. Hsu, A. E. Evans, C. J. D’Angio // Med. Pediatr. Oncol. 1006. Vol. 27. P. 521-528.
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Jleuenue AOMKHO OBITH MHAUBUAYaIbHBIM. OHO BKIIIOYACT: MPUMEHEHHUE
nukiodochamua, Tokcopyourmua, BuHKpuctTuHa (50%-Has 1o03a), STOMO3u1a
Y UUCIUIaTUHA; ONEPaTUBHOE BMEIIATENbCTBO ISl SKCTPEHHOU JEKOMIIPECCUU
OpIOIIHOM MOJOCTU MYTEM BUIMBAHUS MOJMMEPHOM 3aIlIaThl; JOKaIbHOE 00Iy-
YeHUE MEYEHU; MEXAHWYECKYI0 BEHTWISALMIO JIETKHX. OIyXoJib, MOJXy4YeHHas
nyTeM OMOTICHM, JOJIKHA MCCIE0BAThCS HA HATMYMEe OMOJIOTMYECKUX MPU3HA-
KOB, YTO MO3BOJISIET IPOBOUTH JICUEHHE B COOTBETCTBUU C TPYMIION PUCKA.

HelipoOnacTel MOTYT MOJTHOCTBIO HE CO3PETh K MOMEHTY POXKIEHUS
pebenka. B neiicTBUTENBHOCTH MOKA3aHO, YTO HEOOJBIINE CKOIJICHUSI HEUpo-
0JIaCTOB 4YacCTO BBIABJIAIOTCS Y MJIAJCHIIEB A0 3-MeCSYHOro Bo3pacta. boib-
IIMHCTBO TAKUX KJIETOK B UTOTE CO3PEBAIOT B HEPBHBIC KJIETKH U HE 00pa3yroT
HelpoOnactoMy. MHorna HepoOiacThl, OCTaronuecs y MIAJISHIIEB, TPOIO0II-
KAIOT PacTH U 00pa3yrOT OMyXO0Jb, KOTOPas MOXET JaXe MEeTacTa3upoBaTh
B pa3inyHble opranbl. OJHAKO MHOTME TakKHWE€ OIyXOJHd, B KOHLE KOHIIOB,
CO3PEBAIOT WUJIM UCYE3ALOT.

[To mepe pocta pebeHKa BEpOSTHOCTh CO3pEBaHUSI HEHPOOIACTOB YMEHb-
HI1aeTcsi, a BEpPOSTHOCTh (POPMUPOBAHUSI HEHPoOIacToMbl yBenuuuBaercs. [1pu
JOCTH)KEHUHU HeHpoO1acTOMOM OONBIIMX Pa3MEpPOB U MOSIBICHUH CHUMIITOMOB
CO3pEeBaHUE KJIETOK IMpEKpaIlaeTcsi, OHU MPOAOIKAIOT PacTH U PACIPOCTpa-
HSTHCS, €CIIM HE MPOBOJAUTCS JICUEHUE.

CTAOUPOBAHUE

B HacTosiiee Bpemsi BBIAEISIOT CIEAYIOUUE CTauU HEMPOOIaCTOMBI:

Cragus I: nokanu3oBaHHAas ONyXOJb, YAAJIEHHAs HIMPOKHUM HCCEUEHHEM
MOJIHOCTBIO, C MUKPOCKOITUYECKUMH MPU3HAKAMU PE3UAYyaIbHON OIMyXOiIH (Kpai
OTCEYEeHMs) WM 0e3 HHMX, C MOATBEP)KIECHHBIM THCTOJIOTMYECKU OTCYTCTBUEM
HOpaykeHUsl UIcuiarepaibHbiXx JuMpoysnos. (Uncunarepaibhbpie 1MMQOy3Ibl,
HpUiIekKallye K OIyXOJU U yJTaJIeHHbIE C HEH, MOTYT OBITh IO3UTUBHBIMU. )

Cranusa ITA: jnoxkann3oBaHHas OIyXOJIb, HE MOJHOCTBIO yJNAJICHHAs IIH-
POKHM HCCEYECHHEM, C JOCTOBEPHO HEIOPAKEHHBIMM, HE IPUICKALIUMU K
OIyXOJIHM HIICUJIATepabHBIMU JIUM(DOy3naMu, TUMPOY3TIbl MUKPOCKOIHYECKU
HEraTUBHBIC.

Cragus 1IB: nokaim3oBaHHasi OMyXoJb € MOJHBIM IIUPOKUM YJIaJICHUEM
win 0e3 Hero. MncunarepanpHble JTUMQOY3JIbl, HE MpPUIIEKAIINE K OIMYXOJIH,
no3uTHBHBIE. PacmmpenHoe ypaneHue auMQOy310B Ha MPOTUBOMOJIOKHOM
CTOPOHE TUCTOJIOTMYECKH ITOATBEPKAACT OTCYTCTBUE OIIYXOJIU.

Cragus III: neynanumas paauMkanbHO, yHWIATE€paldbHas OIyXOJb, WH-
(UIBTPATUBHO pacTylllasg Yepe3 CPEAHION0 JIMHUIO Tella ¢ MOPaKeHUEM pPEervo-
HapHBIX JUM(OY3JIOB WK 0€3 HEro; JIOKaJTN30BaHHAas, YHUIATepallbHasl OIYX0JIb
C TMOPaXEHUEM KOHTPJIATEPAIbHBIX JHUMQOY3JI0B; CPEAMHHOPACIIONOKEHHAS
OIlyX0Jb C OWJaTepalIbHBIM PacHpOCTpPAHEHUEM JIMOO MHPUIBTPATUBHO pac-
TyLIasi WIKA ¢ METacTa3aMu B JTUM(OY3JIbI.
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Cramus IV: mobas nepBuyHas OMyXoJib C JHUCCEMUHUPOBAHHBIM IOPA-
KEHHEM OTAAJICHHBIX JUMQOY3JI0B, KOCTEH, KOCTHOIO MO3Ta, MEeYeHH U (UJIH)
JIPYTUX OPTaHoOB.

Craaus IVS: nokanu3oBaHHas epBUYHAS OMYXOJIb (KaK OMPENEIeHO TS
I, ITA wnu 1IB crangun) ¢ AMCCEMUHUPOBAHHBIM MMOPAXKEHUEM, OIPAHUYEHHBIM
IIEYEHbI0, KOKEN U (WIM) KOCTHBIM Mo3roM. Mcnone3yercs /g nereil B BO3-
pacre MeHee roja.

Jlnarno3 «HelpoO1acToMa» MOKHO YCTAaHOBUTD B CIIEYIOLIUX CIIydasiX:

1. Mop¢onoruueckoe 3akiroueHHe MO OMONCHU OITyXOJIEBOM TKAaHU —
OOHO3HAYHO — JIOKA3aHO IIyTEM CBETOBOW MHUKPOCKOIIMM ¢ UMMYHOTHCTOXU-
MHUYECKHM HCCIIEI0BAaHUEM WM 0€3 HEero, METOJOM 3JIEKTPOHHONM MHKpPOCKO-
IIMH, TOCTOBEPHBIM IIOBBIIICHUEM YPOBHS KaTE€XOJAMUHOB IUIa3Mbl WU HX
METabOJIUTOB.

2. KOCTHBII MO3I 00HO3HAYHO CONEPKUT KIETKU HEUPOOIACTOMBI U JOC-
TOBEPHO IMOBBIIIEH YPOBEHb KATEXOJAMUHOB IJIa3Mbl WIIA UX META0O0JIUTOB.

OWATHOCTUKA

WccnenoBanus mokazaiu, 4TO CKpUHHUHT (0OCIe0BaHKE MPU OTCYTCTBUU
CUMIITOMOB 3200JI€BaHUA) JICTEH C IEJIbI0 paHHEN JUArHOCTUKHU HEHpoOIacTo-
MBI HetlesniecooOpa3eH. C moMoIbl0 CKPUHUHTA (UCCIe0BaHUS MOYM HA BBISB-
JICHUE OIpPEJICTICHHbIX BEIIECTB) B O-MECSIYHOM BO3pacTe JCHCTBUTEIIBHO
yAaJoCh AMArHOCTUPOBATH OOJbINE ClydaeB HeipobmacToMbl. OgHAKO ATH
OIYXOJIM OTHOCHIIUCh K TAKUM, KOTOPBIE WJIM UCUE3aJIU 3aTEM CaMOCTOSTEIBHO,
WM K€ CO3pEBAIM M, BO3MOXKHO, HUKOT/Ia HE ObLIM OBl JMArHOCTUPOBAHBI.
CuwuTaercs, YTO TaKOW CKPUHUHI HE MPUBEAET K CHUYKEHUIO CMEPTHOCTH OT
HEHpPOOIaCTOMBI.

Bosnee TOro, COBpeMeHHbIE METO/IbI CKPUHUHIA HE SIBJISIOTCS CTOJIb CIIE-
U(UYHBIMH, KaK XoTejaoch Obl. 3 NByX nerel ¢ mojo3peHueM Ha Heipoobiia-
CTOMY IO TaHHBIM CKPUHUWHTA JIUIIb B OJHOM CIy4ae JEHCTBUTEIBHO UMENACh
OITyXOJIb. DTH JIOKHBIE PE3YJIbTATHI MPUBOAINA K HEOMIPAaBJaHHOMY O€CIIOKO-
CTBY POAMTEIICH U OTIEPALIUSIM Y JETeH MpU OTCYTCTBUH HEUPOOIACTOMBI.

B penkux cnyudasx HeWpoOIaCTOMY MOXHO JMArHOCTHPOBATH JI0 POXKIE-
HHUs ¢ noMoibio Y3U. /[laHHBIN METON NPUMEHSIETCS ISl OIPEICIICHUST BO3pac-
Ta IJ10/1a, IPOTHO3UPOBAHUS BPEMEHHU POXKIEHUS pPeOCHKA U BBISBICHUS HEKO-
TOPBIX BpOXJIECHHBIX JedekToB. CoBepuieHcTBOBaHME Y3 U Ipyrux MeTo10B
MOKET MPUBECTH K 00Jiee TOUHOW AMATHOCTUKE HEHMPOOIaCTOMBI O POKACHUS
pebeHka.

Ecimu y peGenka umeroTcs NpU3HAKU M CUMIITOMBI, TO3BOJISIFOIINE TPE-
NOJIOKUTh HAJIMYKUE HEHMpPOOIIacTOMBI, TO TpeOyeTCs TONOJHUTEILHOE 00Cae0-
BaHME, BKIIOYAIOLIEE aHAJU3bl KPOBH M MOYU, MUKPOCKONIMYECKOE HM3yUYECHHUE
TKaHM, a TAKXKE UCIOJIb30BaHUE MeToA0B n3oopaxenus: KT, MPT, ckanuposa-
HUS U TIp.
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Puc. 7. KT Helipo0O1acTOMBI ¢ BRIPAKCHHON KalbIIMHAIIMCH

JlonmoHUTENIbHOE 00CIe0BaHNE HEOOXOJMMO, T. K. MHOTHE CHUMIITOMBI
HeHpoOIaCTOMBI MOTYT OBITh BBI3BAHBI JPYTUMH OIYXOJISIMH M HEOIyXOJIEBbI-
MH 3a00JICBaHUSMHU.

Puc. 8. KT-anruorpadus (aprepuanbhas (aza) HelHpoOIacToMbl
CO CMEIIIEHHEM a0pPTHI M COCYI0B 00EHX MOYEK

HccnenoBanue kpoBu m Mouu. HopmanbHbie HEpBHBIE KIETKH TOJIEP-
KHUBAIOT MEX]y COOOM CBSI3b 3@ CUET BHICBOOOXKICHUSI ONIPEICICHHBIX XUMHYE-
CKHMX BEIIECTB, OCHOBHBIMU M3 KOTOPBIX SIBJISIOTCSI KaTexoJamMuHbl. B opra-
HU3ME TIOCIIEJTHUE pa3jararoTcsi Ha MeTa0OJIUTHI, KOTOPhIE 3aTE€M BBIBOJSTCS
¢ mouoil. B 90 % cnydaeB KJIETKH HEMpPOOIACTOMBI BHIPAOATHIBAIOT CTOJBKO
KaTE€XO0JIAMHHOB, CKOJIbKO MOKHO OOHApy>KUTh B MOY€ C MOMOIIBIO CTICIHAIIb-
HBIX MeTOA0B. OOBIYHO OMPEACIISIOT IBA OCHOBHBIX METAa0O0JINTa KaTeXOJIaMHU-
HOB: TOMOBaHWJIMHOBYIO M BaHWJIWJIMUHJIAIBbHYIO KUCIOTHL. HekoTopbie cum-
IITOMBI, CBSI3aHHBIC C HEUPOOIACTOMOM, HAIPHUMEP BBICOKOE apTepHaIbHOE
JaBJICHHUE, yYallleHHOE CepIeOUeHHE U KUJKUI CTYJI, HEMOCPEACTBEHHO 00b-
SICHSIFOTCSl TIOBBIIICHUEM YPOBHSI KaT€XOJaMUHOB. BHOXUMHUUYECKUU aHaIu3
KpPOBH MO3BOJISIET CYAUTH O (PYHKIIMU MIEYCHU U TTOYCK.
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Buoncus. Xots psag METo0B OOCIENOBAaHUS TMO3BOJISET MPEANOIOKUTH
HaJu4yue HeHpoOIaCTOMBI, TEM HE MEHEE OKOHYATEJIbHBIN UarHo3 yCTaHABIIU-
BaeTCs TOJIBKO IMOCJEe OOHAPYKEHHUsSI KJIETOK HEeWpoOIACTOMBI P MHKPOCKO-
MMYECKOM HccieoBaHuu. MHorna kiaeTkn HeHpoOIacTOMbl MOXKHO CITyTaTh
C KJIETKaMU JIPYTUX ONYXOJIEN Y JA€Tel. B 3TOM ciy4yae UCIOJIb3yeTCd UMMYHO-
TUCTOXUMHUYECKOE HCCIIEIOBAHNE OITyXOJM TOCie CHEelualbHOM 00paboTKn
aHTUTEJIaMH, KOTOpPbIE CBSI3BIBAIOTCS C KJIETKAMHU HEHpOOJIaCTOMBI B OTJIMYHE
OT KJIETOK JIPYTHX OMyXoJyiell y nereil. Eciu ypoBHHM KaT€XOJaMHHOB WIIA UX
MeTabOIMTOB MOBBIIIEHBI, TO OOHAPYKEHHSI KJIETOK HEHPOOIacCTOMBI B KOCTHOM
MO3re JOCTaTOYHO MJIsl YCTAHOBJICHHMSI OKOHYATEJNIbHOTO Auarto3a. KocTHbI!
MO3T MOXET OBITh MOpakeH y 25 % OonbHbIX HelpoOiaacToMol. B HEKOTOpBIX
KJIIMHUKaX TPUMEHSIOT HOBBIM METOJl CKAHHUPOBAHUS C HCIOJIb30BAHHEM pa-
IMOoaKkTUBHOTO MeTaionobensunryanuania (MIBG). Meroa no3BonsieT oOHa-
PYXKHTbH KJIIETKH HEHPOOIACTOMBI B KOCTHOM MO3T€ U B IPYTUX YACTAX TeEla.

K meromam oOcnenoBaHus, pEKOMEHIYEMBIM ISl ONPEEIECHUS PacIpo-
CTPaHEHHOCTH OITYXOJIEBOIO MpoIiecca, OTHOCSTCS:

1. IepBuunas onyxonb: KT u/unu MPT (puc. 7, 8) ¢ TpexMepHbIMU U3-
MEpPEHUSIMH, 110 BO3MOKHOCTH ¢ MeTailonoben3mwiryanuauiom (MIBG-ckanu-
poBaHue) (151 YTOUHEHUS JIOKAJIM3aI[Mi METAacTa30B).

2. KocTHplif MO3Tr: acnupanus ¥ TPEmaHOOMONCHs KOCTHOTO MO3ra u3
IBYX 3aJHMX TpeOHEed NOJAB3JOIIHON KOCTH I HCKIIOUEHHS MOpa)KeHUs
KOCTHOTO MO3ra C uccienoBanueM Ha N-myc amrmumdukanuo. Hamuuue omy-
XOJIEBBIX KJIETOK B OJTHOM M3 00pa3IoB YKa3bIBAe€T HA MOPAXKEHUE KOCTHOTO
Mo3ra. AJIEKBaTHBIM CYUTACTCS TPEMAHOOMONTAT, COACpKAlIUi MO KpalHen
Mepe 1 cM KOocTHOro Mo3ra (MCKJIrouas Xpsi).

3. KocrtHas tkanb: MIBG-ckaHnpoBaHue, IpU HEBO3MOKHOCTH €TI0 BBI-
MOJIHEHUSI WJIM OTPUIIATEILHOM PE3YyJbTaTe€ OCYIIECTBISIETCS CKaHUPOBAHUE
¢ Tc. Tlpu MOTOXMUTENBHBIX PE3yIbTATAX CKAHMPOBAHMS PEKOMEHYeTCS
peHTreHorpadus KocTe.

4. JIumpaTudeckue y3Jbl: OCMOTP (BBISBICHHE NAIbIUPYEMBIX JIUMPOY3-
JIOB), MOJTBEPKICHHBIM TMCTOJIOTUYECKUM HcclenoBanreM. [Ipu nansnupye-
MbIX TuMboy3nax BeimonHgeTcs KT ¢ TpexmepHbIM H300paskeHHEM.

5. bpromnas nonocte/neveHs: KT u/uau MPT.

6. I'pynnas kierka: peHTreHorpadusi rpyIHON KIETKH B NepeaHe3a Hen
1 O0KOBOM TpoeKIusax. [Ipy MONOKUTENBHBIX pe3yJbTaTaX WIW B CIydae pac-
MIPOCTPAHEHUSI OIMYXOJIEBBIX MAacC U3 OPIOMIHOW MOJIOCTU B TPYIAHYIO KIETKY
Heobxoaumo BeimoHUTH KT u/unun MPT.

7. buoxuMmuueckoe uccienoBanue ((PEeppUTHUH TUIa3MBbI, JAKTATACTUIPO-
reHasa, HeilpoHcnenuduueckas 3HOJa3a IUIa3Mbl JOJKHBI OBITh OMPEIEeNCHbI
B KaXJOM clly4ae).

8. MonekynapHO-OMOJIOTUYECKHE U IUTOICHETUYECKUE MCCIIeI0BAHUS
(mounnocts JIHK, N-myc anTturen amruudukainus (KOJUYECTBO KOMUM) U
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OUTOICHCTHYCCKOC HCCICAOBAHHUEC MA3KOB OTIICYATKOB HGpBH‘IHOﬁ OITyXO0JIN
JOJDKHBI OBITh OIIPCICIICHBI HA 3TAlIC HGpBH‘-IHOﬁ I[I/IaFHOCTI/IKI/I).

JIEMEHUE

Merton sieueHuns 3aBUCHUT OT CTaJIMM OITYXOJIM, BO3pacTa peOeHKa, a TakKe
MPOTHOCTHYECKUX (hakTOpoB. JledeHne BKIIOYAET OMEPAINI0, XUMUOTEPAITHIO
W/WJM JTYy4YEBYIO TE€PANUIO, B IPYIIE BHICOKOIO pUCKAa — ayTOTPACIUIAHTALIMIO
neprudepUIecKoi CTBOJIOBOM KIETKH WIJIM KOCTHOTO MO3Ta. Y HEKOTOPHIX JIeTel
MOT'YT PUMEHSITHCS IBa WM BCE TPU METOJa TEPAIUU.

IIporno3s. ®axTopsl, 0bgagar0MME MIPOrTHOCTUYECKON 3HAYUMOCTBIO y Jie-
Tel ¢ HeMpOoOIaCTOMOM, CIIeTYIOIINE:

1. T'ucmonoeus. bnaronpusTHOE TMCTOJIOIMYECKOE CTPOCHHE JyUlle, YeM
HeOJIaronpusiTHoOE.

2. Bospacm. Y nerei g0 2 JeT NMPOTHO3 OJlarompusiTHee, 4YeM y AeTei
cTapiue 2 JIeT Ha MOMEHT JMarHOCTHKU (BBDKMBAEMOCTh JJIsi JETeil 10 roja
cocraisieT 82 %, B 1-2 roga — 32 % u crapuie 2 get — 10 %).

3. Vposenv metiponcneyuguuecxoii suonazvi. HopmanbHBIE YpPOBEHB
(1-100 ar/mn) 6naronpusaTHee, 4eM NOBbIMIEHHBIN (> 100 Hr/M).

4. Vposenv ¢heppumuna. Hopmanbueiii ypoBenb (0—150 ur/mur) Gmaro-
MPUATHEE, YEM MOBBIIEHHBIN (> 150 Hr/mi).

5. Coomnowenue BMK/I'MK. Bricokoe (> 1) OnaronpusiTHee, 4eM HU3-
koe (< 1).

6. Cmaoua. 1, Il wiu IVS nyume, yem III u IV. BeokuBaemocts npu
craguu | paBua 80-90 %, craguu II — 60-80 %, craguu I — 30-50 %,
craguu IV — 7 %, npu craguu IVS — 75 %. bonpuble co craaueit [VS B BO3-
pacte 10 6 HeJenb 0€3 METAaCTa30B B KOKY UMEIOT MeHEee OJIaronpusiTHBIN po-
rHo3 (YpoBeHb BbDKMBaeMOCTU — 36 %), yeM OOJbHBbIE C METACTa3aMHu B KOXY
(85 %) wnu manueHThl crapiie 6 Helelb He3aBUCUMO OT HaJU4Msl METacTa3oB
B KOXY (86 %). Y OonbubIX ¢ IV cranueil, UMerONIMX MeTacTa3bl OMYXOJH B
KOCTH, IPOTHO3 3HAYUTENHHO XYK€, YeM Y OOJbHBIX 0€3 KOCTHBIX METACTa30B.

7. Jlokanuzayus nepsuunoiu onyxoau. llles, 3amHee CpenoOCTEHHE WIH
MaJiblid Ta3 OJaronpusiTHee, 4eM OpIoITHAs OJIOCTh.

8. 3axeam onyxonvio eannus. OTCyTCTBUE OJAronpusiTHEE, Y€M HPUCYT-
CTBHUE.

9. Amnnughuxayus cena N-myc. 1 xonus reHa N-myc GnaronpusiTHee, 4eM
Oonee 1 komuu (BBIKMBAEMOCTh B 3aBUCHMOCTH OT KOJIMUECTBA KOIMHI TeHa
N-myc cinenyromas: mis nereit co cragusamu Il u IVS ¢ 1 konumein — 98 %,
¢ > 1 xomuet — 0 %; nnsa gereit co cragusamu Il u IV ¢ 1 xonueirt — 65 %,
¢ > 1 xommeir — 0 %).

10. ZIHK-ananus onyxoau ¢ nomowpio npomounou yumomempuu. bnaro-
OPUATHBIA KCX0l 3a00JIeBaHUS OTMEUYAETCA MPHU AHEYIJIOMIHBIX CTBOJIOBBIX
KJIETKaX C MaJIbIM MIPOLEHTHBIM COJAEPKaHUEM OITyXOJIEBBIX KIETOK B S-, G2- u
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M-da3zax KIeTOYHOTro HHKiIa (BBKHBaeMOCTh B cooTBeTcTBUM ¢ JIHK-unmek-
com (tuounuent) nns IV cragum cnenyromas: jist geted 10 12 Mecses ¢ ru-
nepmwionauen — 90 %, ¢ gurmounaueit — < 5 %, nna geren 12-24 mecsies
¢ runieprionuert — 50 %, ¢ numonauen — < 5 %, 1 nereu crapiie 24 me-
csilieB ¢ runepruiongue — S5 %, ¢ numionauen — < 5 %).

11. Ammynoyumonocuueckoe obnapysicenue memacmaso8 6 KOCMHOM
Mmo32e. UMMYHOIIMTOJIOTMYECKUI aHAIN3 aclupaTa KOCTHOIO Mo3ra 0oJiee uyB-
CTBUTEJICH 110 CPABHEHUIO C TPAJULIMOHHBIM METOJOM BBISIBIICHUS OIIyXOJIEBBIX
KJIETOK, €r0 PEe3yJbTaThl UMEIOT MPOrHOCTUYECKOE 3HAYCHHUE (BBIKMBAEMOCTh
B COOTBETCTBHU C HMMMYHOIIUTOJIOTMYECKUM OOHAPYKEHHEM HEUpoOIacTOB
Ha 100 000 xkmeTok KOCTHOIO Mo3ra cCieAyrommas: s Bcex OombpHBIX ¢ I, 11
u III ctagusiMu OMmyxoyiM B CiIydae OTCYTCTBHUSI OMyXOJEBBIX KIETOK — 90 %,
MeHee 6 omyxoJieBbix KieTok — 70 %, 6onee 6 omyxoneBbiX KieTok — 15 %;
JUIS BCEX IMAIMEHTOB €O craauen [V mpu OTCyTCTBUM OIyXOJIEBBIX KJIETOK —
50 %, mpu Hammuuu 1-20 omyxoJeBhIX KIeToK — 35 %, 6omee 20 omyxoeBbIX
kietok — 15 %; nna Bcex gereut mo 12-mecsiunoro Bospacta ¢ IV craauen
3a00J1€BaHUsl TP OTCYTCTBUHM OITYXOJIEBBIX KJIETOK — 75 %, ¢ Ooisee yem
20 onyxoseBbIx KineTok — 0 %).

12. Vposenv P-enukonpomeuna 6 onyxoneevix Kiemkax Ha MOMeHm ouae-
Hocmukuy. JKcnpeccus P-rimmkonporenHa o0iasaeT mpOrHOCTHYECKOW 3HAUYU-
MOCTBIO: YPOBEHb BBIKMBAEMOCTH JUJIsi BceX OosbHBIX co cramusimu I, IV u
IVS ¢ orpunarenbHoil peakuueid Ha P-rnukonporenH cocrasisier 80 %, mpu
MOJIOKUTENIbHOM aHau3e Ha P-riukonporenn — 0—-15 %.

13. Dxcnpeccus eena peyenmopoé ¢pakmopa pocma HetipoHos. Bricokuit
ypoBenb MatpuuHoi PHK rena penentopoB dakrtopa pocta HEHpPOHOB Tpen-
BelllaeT OJIaronpusiTHRIN UCXo/] 3a001eBaHMsl.

14. Vposenv JIJ[I'. Huzkmii yposens JI/I' (< 1500 EJl/mn) 6marompust-
Hee, ueM Beicokmid (> 1500 EJI/mur).

15. Heuponenmuo Y. YpoBeHb HeWporientuaa Y B IJIa3Me€ YUUTHIBACTCS
MIpU AUATHOCTUKE U PAHHEM OIpPEEICHUU PELUIUBOB HEHPOOIACTOMBI.

16. Okenpeccus Ha-ras p 21. ATpecCUBHBIE OIyXOJIM XapaKTEPU3YHOTCS
HU3KOM 3Kkcnpeccueit Ha-ras p 21; Beicokuil ypoBeHb 3kcnipeccun Ha-ras p 21
KOppenupyeT ¢ 60Jiee BEBICOKUM YPOBHEM O€3pElMIUBHON BEIKMBAEMOCTH.

17. Onxocen BCL-2. Hamuuue OHKOT€HA acCOLIMUPOBAHO C HEOJIArompu-
SATHBIM TPOTHO30M: 3TO HOBBIM KJIACC OHKOT€HOB, KOTOPhIE MHTHOUPYIOT JKC-
PECCHI0 KIIETOK HeHpoOiacToM (armomnTo3), /enas uX PEe3UCTCHTHBIMU K XH-
MUOTEpAIHHU.

18. Tenomepasel. YBennueHUE aKTUBHOCTH TEIOMEpPAa3 OTMEUYAETCS MpH
Oonee arpeccHBHBIX onyxoysix. Hamnuue nemnenuu XxpomocoMsl 1p accounu-
POBAHO C XyJIIIEeH BbKUBAEMOCTBIO.

dakTOp pUCKa — 3TO TO, YTO YBEJIMYHMBAET BEPOSITHOCTH BO3ZHUKHOBE-
HUS OMyXoau. EMuHCTBEHHBIM HM3BECTHBIM (PAKTOPOM pHCKa Mpu Hehpoobiia-
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CTOME SIBJISIETCS HACIEACTBEHHOCTh. [lomararor, 4To 101 O4eHb PEeIKO Hacle-
IyIOT pUCK pa3BuUTUs omnyxojud. Tonbko B 1-2 % ciydaeB ITUAarHOCTUPYETCS
cemeiiHas (opma HeHpoOIacTOMBI, T. €. OHa BO3HUKAET y peOEHKa, B CEMbE
KOTOPOT0 MUMEJOCh 3TO 3abojieBaHue. CpeaHui Bo3pacT OOJIbHBIX HA MOMEHT
JMArHOCTUKHN CEMEWHBIX CIy4aeB HEHPOOIacTOMBI COCTaBIsET 9 MecsueB. ITo
MEHBIIIe BO3pacTa OOJIbHBIX CO CIOPAAUYECKUMU (HE HACIETyEMbIMU) OIyXOJIs-
mu. Kpome toro, y aereit ¢ cemeliHoi HelpoOIacTOMOM BO3MOKHO BO3HHUKHO-
BEHHUE JIByX U 00Jiee aHAJOTMYHBIX OIyXOJIeH B pa3IMYHbIX OpraHax, HalpUMep
B 000MX HaANOYEeYHUKAX. BaxkHO oTiIMuYaTh HEMpOOIACTOMBI, Pa3BUBAIOIIUECS
OJTHOBPEMEHHO B PAa3JIUYHBIX OpraHax, OT METaCTaTUYEeCKOM HeMpoOIacTOMBI,
KOI'ZIa OIyXOJIb BO3HHUKAET B OJJHOM OPraHe U 3aT€M pacHpOCTPaHsETCs MO opra-
Hu3My. Ecnu HeiipoOnacToma mosBUIach B HECKOJNBKMX MECTaX, TO MOXKHO
MPEANONOXKUTh CeMeHylo GopMy 3abosieBanus. Meractasbl HEHPOOIACTOMBI
MOT'YT BO3HHMKaTh KaK IIPH CEMENHBIX, TAK U CIIOPATUIECKUX OITyXOJISX.

MHorue uccieoBaTeIM MoJiararT, YTO HEHpoOIacTOMa BO3HUKAET B TOM
cilly4yae, KOrjJa HOpMallbHble SMOpHOHANbHbIE HEHpOOIacTbl HE CO3PEBAIOT
B HEPBHbIE KJIETKU WJIM KJIETKH KOPbI HA/IMOYEUHUKOB. BMeCTO 3TOr0 oHM mpo-
JOJDKAKOT PACTH U JACIIUTHCS.

WNnoraa y oHkonoruyeckux 001bHBIX UMetoTcs myTaruu (u3menenust) JTHK,
KOTOpBIE OHM YHACIIEAOBAIU OT OAHOIO U3 POAMTENEH, YTO MOBBIIIAET PUCK pa3-
BUTHS omyxonu. [lonararoT, 4To HEKOTOpbIe CEMeiHbIe HelpoOIacTOMBbl BO3SHUK-
JIM B pe3yJbTaTe HACIEyEMbIX MyTallil F€HA, YTHETAIOUIETO Oy XO0JIEBBII POCT.

BonbmmHCTBO HEMpOOIACTOM HE SBISIFOTCS CJEICTBUEM HACJIEIyeMbIX
myTtaruii [IHK, a BbI3BaHBl MyTanusiMu, NpuoOpPETEHHBIMU B PAHHHUMN MEPHO]T
XKU3HU peOeHKa. DTU MyTalluH IPUCYTCTBYIOT B KJIETKaX OJHOTO U3 POAUTENCH
pebenka u He nepeaatorcst aetsim. [Ipuuunsel, Bei3biBatoniue nusmenenus JJHK,
NPUBOJSIINE K BOSHUKHOBEHHUIO HEHPOOIAaCTOM, HEU3BECTHBI.

B nacrosmee Bpems He CyIIECTBYET PEKOMEHAALMH 10 MPEIOTBPALLICHAIO
pa3BUTHs HEHPOOIACTOMBI, T. K. HET ()aKTOPOB PHUCKA, KOTOPBIX MOXHO OBLIO
Obl 30exath. [Ipu HaMMUMK ceMeHbIX ciydyaeB HEHpOoOIacTOMbl HEOOX0UMA
KOHCYJIbTALIMSI TEHETUKA JJI1 YTOYHEHUS! pUCKa BOSHUKHOBEHHMS JAHHOM OIy-
XOJI1 y peOeHKa.

OObIyHO TpU BBIOOPE METOJA JIEUCHUS HEUPOOJIACTOMBI YUUTHIBAIOT HE
CTOJIbKO CTaJHI0 3a00JIeBaHMs, CKOJIBKO IpyIiny pucka. B Tabn. 2 moka3zaHbl
TPYNIbl pUCKA MPH JICYEHUH HEHPOOIACTOM B COOTBETCTBUM C KIMHUYECKUMHU
1 OMOJIOTMYECKUMU XapaKTePUCTUKAMU OIYXOJIH.

I'pynna Huskoro pucka. Kak npaBuso, aetsam TpeGyercs TOJIbKO omepa-
TUBHOE BMEIATENbCTBO, 32 HCKIOYEHHEM HEKOTOphIX OOJibHBIX. [l 3Toii
HEOOJIBIION IPYIIIBI IETEH MOXKET ObITh UCIIOJIb30BaHA XUMHUOTEPAIIHSI.

I'pynna npoMeKyTo4yHOro pucka. bonbHbeIM Ha3Ha4arOT 4—8 LUKIOB XHU-
MHUOTEpANUM 10 WIH MOCJIE ONepalnuu. B OoTAeNbHBIX ciay4asx MpOBOJUTCS IO-
BTOpHAsI ONepalus Ajs yJaJleHUs OCTABIIEHUCS OIMyXOJIU WU JIyueBas Teparnusi.
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I'pynna Bbicokoro pucka. [lanrentaM npuMeHsIIOT 04€Hb HHTEHCUBHYIO
XUMHOTEPAINNI0 HapsALy ¢ TpaHCIUIAaHTAallMeW KOCTHOTO Mo3ra WM mnepudepu-
YECKUX CTBOJIOBBIX KJIETOK. Omiepalins u/nin IydeBas Tepamnusi MOryT OBITh CO-
CTaBHOM 4YacThio 0OIIEl JeueOHOM Mporpammbl. buosornueckue BeUIECTBa,
HanpumMep 13-nmMcpeTHHOEBas KMCIIOTa, HA3HAYAIOTCS B TE€YEHHE 6 MecsleB
nocie mpekpamieHus tepanuu. K coxaneHuro, y HEKOTOPhIX OOJIBHBIX IMOCTE
HEPBUYHOTO JICUEHUSI HEHPOOIACTOMBI MOXKET BO3HUKHYTh PELUANB (BO3BPAT)
Oone3nu. JleueHue B 3TOM cilyyae 3aBUCUT OT MHOTHX (DAKTOPOB, B TOM YHCIIE
TPYIIIBI PUCKA U MECTa PeUINBA, U MOXKET BKJIIOYATh ONEPAII0 U XUMHUOTe-
panuio.

Tabnuya 2
I'pynnsbl pucka y 60J1bHBIX ¢ HEiipo0JacTOMaMH B COOTBETCTBUH
¢ KIMHUYECKMMHU M OMOoJIoOrn4ecKuMu pakropamu
Cramusi | Bospacr I'mcrosoruueckoe ovima
! 1 pact, Cratyc mo N-myc crpoenue no kaac- | JHK-monaus Py
(INSS) Jer pucka
cupuxanuu Mumana
0-21 Jlroboi Jlro6oe Jlrobas Huskas
<1 JIro6oi JIro6oe Jlrobas Huskas
I, IIA, OtcyTtcTBYyeT
B 1-21 ammmdHKaT* JIro0oe OTtcyTCTBYET Huskas
1-21 | Avmouduxamms™* bnaronpusitHoe OtcyrcrByer | Huskas
1-21 AmMrmundukanys Heb6naronmpusitnoe | OtcyrcTByer | Bricokas
<1 Otcyreryer JIro60e JIrobas Cpennsis
aMIITUUKaIUs
<1 Ammunukanus JIro6oe Jlrobas Bricokas
OtcyTtcTBYyeT
I -
1-21 aMIT UK braronpusaraoe OrcyrcrByer | Cpenssis
1-21 OTeyTCTBYeT aM- He6naronpusitHoe | OtcyrcTByer | Bricokas
T UK
1-21 Ammundukanus Jlro6oe OtcyrcTByer | Bricokas
<1 OreyTCTges Jlroboe Jlro6as Cpennsist
v amruuKaIms
<1 AmMrmundukanys JIro6oe Jlrobas Bricokas
1-21 JIro6oi Jlro6oe OtcyrcTByer | Bricokas
<1 OrcyTetsyer brnaronpusatHoe >1 Huskas
aMILTU (UK
OtcyTteTByeT
<
IVS I amMruH UK Jioboe 1 Cpennsis
<1 Orcyrersyer He6naronpusitHoe Jlrob6as Cpennsist
aMIUTH (D UKATTHST
<1 Awmrmudukanus JIro60e JIro0as Bricokast

* KomnuectBo kot N-myc < 10; ** xonmmuectBo konuii N-myc > 10.

"INSS — MexayHapomHas cucTeMa ONpeeNeH s CTaauil HeHpo6IacToM.
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[Ipu nedyenuun HeMpoOIACTOMBI MPUMEHSIOTCS BCE TPU METOJA MPOTHUBO-
OMYXOJIEBOTO JICUCHUS: XUMHUOTEpAIusl, JTydeBas Teparus U XUPYPruyecKuil
MeTod. Y OONBHBIX ¢ JoKain3oBaHHBIMU I 1 IIA cTtagusiMu yarie Bcero ObIBacT
JIOCTATOYHBIM PaJAUKAJIbHOE yAAJICHUE OMyXoJid. Hanuune MUKpOCKOTMYECKON
pe3uayalbHOM OIMYXOJIH, MO JIAaHHBIM MHOTHX aBTOPOB, MPAKTUUYECKU HUKOTIA
HE BEJET K PELMIUBY WM METAaCTa3upPOBAHUIO, YTO OTIMYAET HellpoOiacTtoMy
OT OOJIBIIMHCTBA APYTUX COJMIHBIX omyxoiyied. KpaiiHe BaXHO MPOU3BOIUTH
OMOIICHUIO PErMOHAPHBIX JTUM(PATHYECKUX Y3JIOB C 00EMX CTOPOH OT OIyXOJu
JUIS TOYHOTO YCTAHOBJICHUS CTaJuM 3abojieBaHus. Y OonbHBIX ¢ IIB craguei
HEOOXOJMMO C YJAJICHHEM OIYXOJIU TOTIOJHUTEIHHO MCIOIb30BaTh XUMHOTE-
panuto, 00JydeHHre o4ara U BOBJICYCHHBIX JIUM(PATHICCKUX Y3JIOB.

bonwubie ¢ III cragueit 3a0oneBaHus yke B JeOIOTE MMEIOT HEpE3eKTa-
O€JIbHYI0 OMYXO0Jb, IO3TOMY HEOOXOJIUMa MPeIoNepalluOHHAsT XUMUOTEepAIus,
KOTOpasi MPUBOJUT K 3HAYUTEILHOMY YMEHBIIICHUIO pa3MepOB OIMyXOJIU, UHO-
rjaa Jaxe K €€ paJuKaJbHOMYy yAaleHuto. B ciydyae HEMmomHOro yhaneHus
JydeBasi Tepanus Ha JIOKE yJAAICHHOW OMyXOJIM MOXKET MOMOYb CIPABUTHCS
C pe3uaya’abHON OIyxoJiblo. COBpEMEHHBIE MPOrPAMMBI XUMHUOTEPAIIUA U CO-
BEPIICHCTBOBAHUE XUPYPTrUUECKON TEXHUKHU (MUKPOXUPYPIus) JAOT BO3ZMOXK-
HOCTB u3sieunBaTh 10 60 % OGonpHBIX ¢ [II cTagueit HelipoOI1acTOMBL.

bonbubie ¢ IV cragueit 3abosieBanus (OOJBITMHCTBO) UMEIOT XYIIIHI
IIPOTHO3, S5-JIETHSSI BBKUBAEMOCTh AK€ IPU HCMOJIb30BAHUHU COBPEMEHHBIX
IporpaMm XUMHOTEpanuu cocrapisieT He 6omee 20 %. [IporHocTHYecKyro poib
UTPAET JIOKAJIU3alMs METacTa30B: JETU C METAacTa3aMU TOJbKO B OTJAJICHHBIE
TUM(GaTAYECKUE Y3IIbI UMEIOT TOPA3/0 JyUIINKA MPOTHO3, YeM OOJIbHBIE C KOCT-
HBIMH MeTacTazaMu. [Ipu neuenun 3Toi rpymmbl OONMBHBIX C KpaitHe Hebiaro-
HNPUSTHBIM MPOTHO30M JIa’K€ BBICOKOJO03HAs XUMHUoOTepanusi (MmendanaH, Berne-
3U]1) ¥ TOTAIbHOE 00JyYEHHUE Tela C ayTOJIOTHYHON TPaHCIUIaHTaI[Mel KOCTHOTO
MO3ra He MPUHECIH OXKUJAEMbIX Pe3yJbTaToB. B HacTosIiee BpeMs mpoBOISAT-
Cs MCCJIENOBAaHUS MO MPUMEHEHHI0 HOBOTO KJlacca XUMHUOTEPaneBTHUYECKUX
npenaparoB (MHTHOUTOPOB TOMOM30MEPa3bl 1, TAaKUX KaK TOMOTEKaH U UPUHOTE-
KaH) 1 UMMYHOTEpanuu y OOJIbHBIX C PE3UCTEHTHBIMU (hOpMaMu HEpobIacTo-
MBI, a TaK)Ke MPH MPOrpecCUpOBaHUU 3a00JieBaHUs. B COBpeMEHHBIX CTaHIapT-
HBIX PEKUMax XMMHOTEPANUU UCTIONIb3YIOTCS Mpenaparhl IUIaTUHBI (LIUCIIIATHH,
KkapOoriaTuH), snunogoduiorokcunsl (VP-16, VM-26), nakap6a3uH, aapuod-
nacTuH, mukiaodocdan, udochamMu, BUHKAIKAUIOUIL (BUHKPUCTHH, BUHJC-
3uH). [0 JaHHBIM pa3HBIX aBTOPOB, BEDKHUBAEMOCTH OOJBHBIX C HEHPOOIACTO-
MOH B 1ejoM coctaBiigeT okosio 50 % (49-55 %), ¢ I cragueit — 100 %,
c II cragueit — 94 %, c III cragueit — 60 % (57-67 %), ¢ IV cragueit —
10-20 %, ¢ IVS cragueit — 75 %.

Xupypruyeckasi TAKTHKA.

Ilepsuunas onyxonv. OnpaBnaHa TOJHAsE PE3EKIUSl OIMYXOJIM, €CIU €€
yAaJeHUE HE COMPSIKEHO C PUCKOM TSDHKEJBIX TOBPEKICHUN )KU3HEHHO BAXKHBIX
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CTPYKTYp. B mpoTUBHOM ciiydae qonmycTrMa YaCTUYHAsl PE3EKIUS OIYXO0IU WU
ee Ouoncus.

llepsuunas onyxonv u pecuonapuvle aum@oysnvi. Ecam omyxoib BelvKa,
U €€ paJMKaIbHOE YIAJIEHUE HEBO3MOXHO, OHa Tpakrtyercs Kak III cramgus
C MeTacTa3zaMu B JIUMGOY3JIbl U MPOBOJUTCS XUMHOTEPAMHUS IO TPOTOKOITY.

Jlumghoysner. Heobxoaumo THIATENIbHOE, METOAMYHOE HCCeueHue 2-3
auM(bOy3J10B AJIA MCCIEOBAaHUSA, UX YETKas MapKUPOBKAa B 3aBUCUMOCTH OT
MECTa PaCIIOI0KEHUS OIYyXOJIH.

3abprowunnas nokanuzayus onyxoau. buorcus medeHW INoOKaszaHa, €clid
y XUpypra Bo BpeMsl OIIEpallii BOZHUKAET MTOJ03PEHUE HA MIOPAKEHUE OpPraHa.

Ilepsuunas onyxonv nocie 5 Kypcoeé mepanuu. Bce mauueHTbl TOJKHbBI
OBITh TIOJIBEPTHYTHI OTIEPAIIMH 32 UCKITIOUYECHUEM CITY4acB:

— MpOrpeccUpOBaHHUs Mpoliecca Ha POHE Tepanuu;

— IIOJJHOM PEMMCCHM MOCJIE€ NEPBUYHOM OIEpalMM, NOKAa3aHHOM pEHTTe-
HOJIOTHYECKH PEMHUCCHH TTOCJe 5 OJIOKOB Tepamnuu.

Xupypruyeckoe JieyeHue mnociie 5-ro OJoKa Tepanuu BBIIOJHSIETCS Ha
2-3-i1 Henene. Posb onepanuu — A0Ka3aTh COCTOSHUE TTOJTHOM PEMUCCHUH, JIU-
00 paJuKalbHO YAAIUTh OCTATOUYHYIO OIyXOJIEBYIO Maccy, JIMOO MUHUMM3UPO-
BaTh €€ MpOSBJICHUSA. BaKHbI BONPOC XUPYPTHUECKOTO JIEUEHUS HA JAHHOM
sTane — OyJeT Wik He OyJeT MPOBOAUTHLCS JTyUueBas Tepanus, a eciu OyIeT, TO
KaKWMH HOJISIMHU.

Omnepartiisi MOXET OBITh BBHITIOJIHEHA B 00BEME IMUPOKOTO UCCEUCHUS OITy-
XOJIU WU OCTaTKOB OITyXOJIH, €CJIM 3TO BO3MOXKHO 0€3 TSKEJIBIX TTOBPEKICHUN
COCETHMX OpPraHoB. MHKPOCKONMYECKHA IMOJHOE YAAJIEHUE OIYXOJH IOCIE
XUMUOTEpANUU ONPEAEISIET JIUTEIbHYI0 BEKUBAEMOCTh U, KaK IPABUIIO, BbI-
MoJHseTCA B OONbIIMHCTBE ciaydaeB. OIHAKO HEIb3s YJalsiTh OnyXxoib en bloc
C KMW3HCHHO BAXXHBIMU opraHamu. OcraTouHas OMyXOJb JOJKHA TIIATEIBHO
MAapKHAPOBATHCA IS TUIAHUPOBAHUSA TUCTAHLIMOHHOM JTy4€BOM TEPAMUHU.

llocnenyuesasn xupypeuueckas maxkmuxa. [IallMEHTHI C OCTATOYHOM OMy-
XOJIbIO TOCIIE JIY4EBOM TEpauu MOTYT OBITh MOJIBEPTHYTHI TPEThEH Omepaluu.
Ee BbInogHEHNE BO3MOXHO MOCje 7-ro 0J0Ka Teparuu.

VY MHOrux Aereil ¢ HelpoOIacTOMON BBICOKAsh BEPOSTHOCTh H3JICUEHUS
nocJjie ”HTeHCUBHOM Tepanuu. Hawmydmumid nporHo3 (MCxo/1) OTMEYeH y JeTei
C JIOKaJIM30BaHHBIM IMPOLECCOM M Y MIIAJICHIIEB B BO3pACTE J0 OJHOTO roja c
pacmpoCcTpaHEHHBIM TIPOILIECCOM U HATMYMEM HEKOTOPBIX OJIArOMPUSTHBIX (haK-
TOpoB. OMyX0oiu y 3TUX OOJIBHBIX MOTYT MOJHOCTHIO MCYE3HYTh 0€3 JIeUeHUs
WIM TOCJIe MUHUMAIbHOW Tepanuu. Y Oojiee cTapiimx JeTed ¢ pacmpocTpa-
HEHHON HEWpoOIACTOMOM BEPOSITHOCTh TIOJHOTO W3JICUCHHS] CHUIKACTCH.
Kpome Toro, y HUX OIMyXo0jb MOKET peUUIUBUPOBATH, T. €. TOSIBUTHCS BHOBB.
Hepenko mociie jieueHusi, BKIIOYAIOIIETO ONEpaIyi0, XUMUOTEPAUI0 U 00IIy-
YeHHe, BO3HUKACT HEOOXOIMMOCTh TTOBTOPHON OTEpanuu sl ONeHKH dPdek-
TUBHOCTH MPOBEJACHHOW Tepanuu U yAAJEHUs ocTaBlieics onmyxonu. Hanuuue
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HENpoOIacTOMBI OOBIYHO HE TMOBBIIIAET PUCKA MOSBICHUS BTOPOH OMYXOJIH.
OpnHako B HEKOTOPBIX CIydasX WHTEHCUBHOE JIEUEHHE (XUMHUOTEpaIvs WU
00JIy4€HHE) MOKET BbI3BaTh BTOPYIO 3JI0KAUECTBEHHYIO OIYyXOJIb.

B cBs13u ¢ 3TUM J€TH, IepeHecuIne JeYeHue 1Mo MOBOYy HEMpoOIacTOMBI,
JOJIKHBI HAXOAMUTHCS MOJ TIIATEIbHBIM MEAUIIMHCKAM HAOIIOJEHUEM U pery-
JSIPHO 00CIIE0BATHCSL.
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