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JledyeHue

B JICTCKOM U
OAPOCTKOBOM BO3pAaCTE MOI'YT OBITh OQUCHb
T€TEPOrCHHBIMH U MOT'YT HOSBIISTHCS B
JTX000M BO3pacTe OT MIIAJCHYECKOTO 10
IIO3/IHETO ITOAPOCTKOBOrO Bo3pacrta. OHHU
MOT'YT OBITh JJOOPOKA4YE€CTBCHHBIMH WJIU
3JI0OKQYECTBCHHBIMU M BTOPUYHBIMM WY
[IEPBUYHBIMU.



Ilocne TmarenpbHOr0 aHaMHE3a

51 TTOIKHEI
OBITh MPOBEJICHO aJCKBATHBIC
HCCJIeOBaHUS IJI

OIIPEACICHUS "
BBISIBJIEHUSI BO3MOYKHBIX MECT
pacrnpocTpaHeHus. Bepudukanus nuaraos3a
OOBIYHO TpEOyeT

IIPOBEICHUS



BOIBIIMHCTBO IIEPBUYHBIX OITYyXOJECBBIX
NOPAKEHUN OPTaHOB I'PYIHOM KJICTKH
TpeOyeT IOJTHON PE3CKIUHU, TOrJa KaK
BTOPUYHBIE ITPOLECCHI JIEYaTCs
XUMHOTEPAITHUEN.



NTMMOOMDI

JIumdoma cocrasisieT npuMepHo 13% Bcex
CIIy4aeB OMYyXOJIeH y JIEeTEH U SABJISICTCS Hauboiee
pacnpoCTPaHEHHON NPUUYNMHOU BO3HUKHOBEHUS
MaccChl cpenocrenus y aereu. lllecteaecsar
IPOLICHTOB BCEX JTUM(DOM B 3TOM BO3PACTHOM
IPYIIIE SIBISIOTCSA HEXOMKKUHCKUMH JTMM(OMaMHU,
a muM@oMbl XomxkuHa (JIX), nim
nuMm@orpanynomaros (JII'M) cocTaBisiror
OCTaBIIYIOCS YacCTh.



NTMMOOMDI

XOTsI HEXOMKKMHCKas TMM@oma
BCTPEYAECTCS YaIle, OKOJIO IMOJTOBUHBI ACTEH
C HEXODKKHMHCKOW TUM(pPOMON U IBE TPETH
aeTen ¢ muM@pomMon XOIKKHHA HMEIOT
IEPEIHIOID CPEIOCTEHHYIO0 Maccy. IloaTomy
OOJIBIIIMHCTBO IIEPEIHUX CPEAOCTECHHBIX
00pa3oBaHMl y JI€TEH 00YCIIOBICHO
maM(poMon XOIKKHHA.



NTMMOOMDI

B 00JBIIMHCTBE ClydaeB IEpEeaHss Macca
CPEA0CTEeHHUS 00yCI0BICHA NH(DUIBTpALUE
THMYCa, XOTS 4YaCTO MPUCYTCTBYIOT YBEINYCHHBIC
CPEAOCTEHHBIC Y3/bl. TUMYC U y3JIbl 4aCTO OYEHb
HEeKpoTU4HHI [IpsiMas MHBa3Us B IEpUKAP] MOXKET
IIPUBECTHU K BBINIOTY B IIEpUKAPH, XOPOIIIO
M3BECTHOMY SIBJICHHUIO IpH TuMpome XOMKKHUHA.
MOoXET TakKXe MPOU30UTH MPOPACTAHUE OITYXOIHU
B IPYJIHYIO CTCHKY.



Pa3mep cpe1oCTEHHON MaCChl U
COOTHOIIIEHUE CPEAOCTEHUSA U TPYTHOM
KJI€TKH, U3MEPEHHBIC HA 3aJIHEU U IEPEAHEH
PEHTIEHOIPaMME, UMEIOT 3HAYCHUE JIJIS
[IPOTHO3a U CTpaTU(PUKALIIN PUCKA Y ICTCU
¢ 00Jie3HbI0 X0oKkKUHA. CpenocTeHHas
OITYXOJIEBAS MACCa MOXET CAABUTH TPAXEIO
1 BEPXHIOKO TIOJIYIO BEHY.



NTMMOOMDI

Korna tpaxest cnaBimBaercs 10 50% ot ee
HOPMAaJIbHOI'O JUAaMETpa, pa3BUBACTCS PUCK
OOCTPYKILMH JbIXaTEIbHBIX MyTEH.

BBITIIOT B IJI€BpAIbHYIO MOJIOCTH BCTPEUACTCH
TOJBKO y 5% MayeHToB ¢ TMM(POoMOMN XOKKHHA.
Harmporus, y 50—75% nanueHToB ¢
TM(OO0IaCTHON TUM(OMON OTMEYAETCS BBIIIOT B
IJIEBPAIBHYIO HOJIOCT.



NTMMOOMDI

T-xnerouyHbIi Jeko3 1 IMMQpOOIacTHas JTuMpoma
TE€CHO CBSI3aHbI, U Y MALIMEHTOB C T-KJIETOYHLIM
JICMKO30M MOTYT OBITh OITYXOJIEBLIC MacCHI B
epeaHeM CPEAOCTEHUS U IICBPaJibHbIC BHIIOTHI.
Paznuune Mex 1y HUMU NPOX3BOJILHO OCHOBAHO
Ha CTEINECHU BOBJICUEHNS KOCTHOTO MO3ra,
manueHTsl ¢ >25% 01acTOB KOCTHOTO MO3Ta
0003HaYaAIOTCA KaK UMEIOIINE JIENKO3



OMyXOJIEBasi Macca B mepe
CPEIOCTEHUU (CTPEIIKH)

(B) nepukapauanbHblid (MpsiMa
CTpeJiKa) U IJICBPaIbHBIN BBITIOT
(M30THYTAasl CTPEIIKA).




3JIOKAHECTBEHHbIE
Oy XxXoJin m3
SAPOAbILLEBbBIX KITETOK

3JI0Ka4Y€CTBEHHBIE OIYXOJIHU U3
3apOJBIIIEBBIX (IIOJOBBIX) KIETOK, Germ
cell tumors (GCT), cocTaBisiroT 6—18%
OIIYXOJEBBIX MAaCC CPEAOCTCHUS, a
nepsudHbie GCT cpegoctenus - 1-3% BCex
GCT. Oxomno 20% mequnactnHAILHBIX GCT
SBJISIFOTCS 3JI0KQYECTBEHHBIMHU M BKIFOYAKOT
B c€0s1 CCMHUHOMBI 1 HECEMHUHOMATO3HbBIC
OIYXOJIH,



TaKHE KaK TEpaTOKapLIMHOMA, OIYXO0JIb
KEJIITOYHOTO MEIIKA, SMOpPHOHAIbHAS
KapLIMHOMA, XOPHOKAPLIMHOMA 1
cMelIaHHble TUIBIL. 310KkadecTBeHHAsI GCT,
KaK IIPaBUIO, IPEACTABISICT COOOU
CII0KHYIO OIYX0Jb, Y4aCTO COACPIKAIIYIO
TaKK€ JOOPOKAYE€CTBEHHbIC KOMIIOHCHTHI.



CymectByeT aBa nuka Bo3pacta mist GCT B
CPEAOCTECHHUU: B BO3PACTE OKOJIO 2 JIET.U B
IIOJIPOCTKOBOM BO3paCTE. bOJIBIIMHCTBO
3nokadecTBeHHbIX GCT BcTpeyarorcs y
MaJIbBYMKOB-IOAPOCTKOB.
MemmactuHaiabable GCT yacTo OBIBAIOT
OOJIBLIMMU M BBI3BIBAIOT PECIUPATOPHOE
PACCTPOMCTBO B PE3YNBTATE CHABICHUA
TpaxeoOPOHXHAIBHOIO JIEPEBA.



VY nerent ¢ MmeanactuHAILHEIMU GCT gacTo
OTMEYAIOTCI OcJalJicHue NbIXaHusl, 00N U
Kalieb.

MemnactuHanpable GCT gare Bcero
BO3HHUKAIOT BHYTPH WJIM OKOJIO BUJIOYKOBOU
KEJIe3bl, HO TAKKE€ MOT'YT BO3HHUKATh B
CEepALEC WM EPUKAPJE U PEKE B 3aTHEM
CPEOOCTCHUM.



Kak 100poKkauyeCTBEHHEIE, TAK 1
3nokadyecTtBeHHBIe GCT comepkar
kanbupukaTel (33—50%), )KupoBy10,
KMCTO3HYIO MJIA HEKPOTUYECKYH MACCHI:



JIByxiieTHsIs1 eBouka co-3iokadyectBeHHbIM GCT: B
aHamMHe3€ O0JIE3HH Kalllesib B TCUCHUE JIByX MECSIIEB,
JUCITHO?, TIOBBIIIEHNE TEMIIEPATYPhl 1 HOYHBIC MOTHI.
VYpoBeHb CHIBOPOTOUHOTO anb(da-PeTonpoTerHa ObLI
3HAYUTENIbHO TOBGIIICH. (A) Ilepenne3amnsis
pPEHTreHOTpaMMa TOKa3bIBAET OOJIBbIIONW 00BbEM
OITYXOJIH ,BBI3BIBAIONINN CUHIPOM BHYTPHTPYAHOTO
HaNpPsDKSHUS U CIABJICHHUE TIIABHOTO JIEBOTO OpOHXa
(ctpenka). (B) AkcuanpHas KT uzobpaxeHue
MOKAa3bIBAET TETEPOTEHHYIO MACCY, PACIIONIOXKECHHYIO B
NIEpPEeIHEM CPEIOCTEHUH.




3JI0Ka4€CTBEHHBIC OITYyXOJH UMEKOT
TEHAECHIINIO OBITH OOJBIITNMU, BEI3BIBATh
BBIPAKCHHBIA MACCOBBIN dYPPEKT U
IIPOHUKATh B COCETHUE CTPYKTYPHI.
CeMHUHOMBI PEAKO KAIbLIUDUIIAPYIOTCS U
OOBIYHO MPEJICTABISIIOT COOOM OJHOPOIHBIE
OITYXOJIH.



Hecemuunomarosznsie GCT npeacTaBistoT
COOOM MHBA3UBHEIC OITYXOJIM, KOTOPhIE
SBIISTFOTCSI HCOQHOPOJAHBIMH U COCPKAT
YYaCTKHA HEKPO3a U KPOBOU3JIUSIHMUS.



e B ceMmHOMAaxX OTCYTCTBYIOT Cepo YyecKue
MapKepbl, B TO BpeMs KaK HeCeMHUH 3HbIE
OILYXOJIM YaCTO CBA3AaHbI C MOBbLILNICHHb
YpOBHEM ajib(a-(peTonporenHa 4eJa0BeK
1/WJIHA CHIBOPOTOYHOI0 XOPHOHUYECKOTO
FOHAAOTPOINMHA, KOTOPBIN MOKET BbI3bIBAT
[peKIeBPEMEHHOE MM0JI0BOE CO3PEeBaAHUE U
MOKET ObITH CBSAI3aH ¢ CUHAPOMOM
Kaanudgearepa.



CeMHHOMBI TPEOYIOT T'MCTOJIOTHYECKOIO
NMarHo3a, Toraa Kak HeCEMUHOMATO3HbIC
OITYXOJIM MOT'YT OBITh JUATHOCTUPOBAHBI €
IIOMOILBI CHIBOPOTOYHBIX MAPKEPOB U
KIUHAYECKON M PAANOIOTHYECCKOU
KOPPEJIALIIH.



HEVPOIEHHBLIE OMYXONu

[IpuoOnmu3uTensHo 90% 3agHUX
CPEMOCTEHHBIX MACC Y JETEU UMEIOT
HEUPOIrC€HHOE MPOUCXOKACHUE. K HUM
OTHOCSTCS TAaHITINO3HBIE ONYXOJIH, HCPBHBIE
000JI0YKH U HEPBHBIE OITYXOJIM, a TAKKE
OPYTHUE OITYXOJH HEPBHOMU TKAHM, TAKUE KAK
[aparaHriaIuoOMBI .



bBOJIBIIIMHCTBO 3aIHUX OITYXOJIECH
CPEIOCTCHHUS Y ACTEU IIPEACTABIISIIOT €000
TaHITIMO3HBIEC OIIYXOJIHU. DTH OIIYXOJIU
BO3HUKAKOT M3 TAHITIMEB CUMIIATUYECKOU
[IEIIOYKHM B 00pa3yIoT CIEKTP 3a00JICBaHIM,
Ha4YMHAas1 OT HanOO0JIe€ arpeCCUBHOM
HEMPOOJIAaCTOMBI M 3aKaHYMBAsI MCHEE
arpeCCUBHOM IaHITIMOHEBPOOIACTOMOM 1
A00pOKaYECTBEHHON M aHITIMOHEBPOMOIA.



HelipobnacToMa BOBHMKAET B CPEAHEM
BO3pacTe 2 roja, raHnIMOHepoOiacTomMa B
CPEIHEM BO3pacCTe 5,5 JIET, a
raHIJIMOHEBPOMA OOBIYHO BO3HMKAET MOCJIE
10 xeT. Bce Tpu UMEIOT CXOXKUE
PEHTICHOJOTHYECKUE XapaKTEPUCTHUKHU.



[Ipn 0O0BIYHOM pEHTreHOrpaum 9TH
OIIYXOJIH BBINVISISAT KaK BEPTUKAJILHO
BBITSHYTAasl Macca ¢ KOHYCOOOpa3HbIM
BEPXHUM M HUKHUM KpasMu.boKkoBOM Kpau
00BIYHO MIaAKuK U BeIIYKIbIM. Okojio 30%
coaepxkar Kanbupukanuo. KocTHeie
M3MECHEHUS BKJIIOYAIOT PACIIPOCTPAHECHHUE U
PO3UI0 PeOEp U paCIIMPEHUE HEPBHBIX
OTBEPCTUU



Manpuuk ,BO3pacT 3 HEIENH, C 3aJHEN
CPEIOCTEHHOM HepoOIacTomMoil. (A)
PenTrenorpamma 3aJiHel 4aCTU MEPEIHEN
\‘pr,Z[HOI‘/'I KJIETKH ITOKa3bIBACT PE3KO
OUYEPUYECHHYIO JIEBYIO HapaCHKHAIbHYIO
accy (CTpenku), nepBOHAYAIBHO
YUTABIIYIOCS O4AaroBoil ITHEBMOHUET:, (B)
OceBoe KT n3oopakeHune moka3biBaeT
TBEPAYIO Maccy (CTpelika),
DACTIONOKEHHYIO B 33JIHEM CPEAOCTEHUH C
o BO3MOKHBIM HOPAKEHHEM TLIIEBPEI
“ (mornytas crpenka). (C) KoponanbHas
: ‘]EJGKOHCTPYKHI/I}I KT noxa3siBaer
- TUIIMYHBIN BUJ 3aJHEN MEIUACTUHAILHON
ﬁeﬁpo@mcmmﬂ B BUJIE BEPTUKAIBHO
- "BBITSIHYTOM MaccChl C KOHYCOOOpa3HbIM
BEPXHUM U HUKHUM KpasiMu (CTPEIIKH).
D) OceBas T2-3Bemiennass MPT
" TIOKa3bIBAET HEOOJIBIIIOE PACIIUPEHUE
OIYXOJIA B OTBEPCTUHU HEPBA (CTPEINKA).

s/




Kinandeckasi KapTuHa HeMpoOJIacTOMBL
33JJHET0 CPEAOCTECHUS BAPbUPYETCS OT
KJIMHUYECKN O€CCUMIITOMHOTIO 0
CHMIITOMOB, CBSI3aHHBIX C
pPaCIpPOCTPAHECHHBIM 3a00JICBAHUEM, TAKMX
KaK pa3gpakKuTeIbHOCTh, IUapEs, ITOTEPS
Beca, JIMXopaaka U 001Ib B KOCTAX.



JlokanbHOE yBEIUYEHUE 00bEMA OITyXO0JIN
WJIA PACIIMPEHUE OMYXOJIHd BHYTPH
[IO3BOHOYHHKA MOKET BBI3BATh
PECIIUPATOPHBIN JUCTPECC UJIH CIABICHUE
CIIMHHOTO Mo3ra. Korga Helipobnactoma
BO3HHUKACT BOJM3HU BEPXYIIKU JICTKOTO HUJIU
OCHOBaHMS II€H, 3TO MOKET BBI3BATh
cuHapoM [ opHepa (IT03, MHO3, SHO(DTAIBM,
AHTU]IPO3).



Opsoclonus-myoclonus, cuHapoM,
XapaKTEePU3YIOIIHUNCS OBICTPhIMU
IBYKCHUSIMU I71a3, BCTPEYACTCS PEAKO.
[TaliueHThI ¢ OIICOKIOHYC-MUOKIOHYCOM
OOBIYHO UMEIOT OIYXOJHU C OJIaronpUsTHBIM
OMOJIOTUYECKHAM IMOBEACHUEM, HO CTPAJaIOT
OT JJIUTEIbHBIX HEBPOJIOTUUYECKUX
IIOCIEACTBUL.



Omyxoau 000JIOYKH HEPBA COCTOST U3 IIIBAHHOM,
MHKAICYJIUPOBAHHBIX OITYXOJIEH, JTNIICHHBIX
HEPBHBIX BOJIOKOH, 1 HEMPOPHOpOM,
HEMHKAICYJIMPOBAHHBIX OITYXOJ€H ¢ HEPBHLIMU
BOJJOKHAMM. DTH OIIYXOJIM MOTYT BO3HUKATh U3
MEKPEOCPHBIX UJIM CUMIIATUYECKUX HEPBOB.
PeHTreHOoJ0rn4ecKy ONyXoiau HEpa3InuUMBbI U,
KaK IPaBUJIO, UMEIOT BUJI PE3KO MapriHaJIbHBIX,
c(peprUYECKUX U JONACTHBIX IapaCHUHAIbHBIX

Macc.



Opo3us pedep U pacTsHKEHUE peOep Jalle
HaOJII0IAI0TCA IIPU OMYXO0JISIX HEPBHOM
000JI0YKH, YEM MPH TaHITTHO3HBIX
onyxoiasax. Okojso 10% OyayT uMeTh
BHYTPUCIHUHAILHOE PACIIIUPEHHUE.






Oxko0110 5% 3THX OIIyXOJIEU IMOABEPIarOTCs
3JI0KAYECTBEHHOM JE€TE€HEpaInu, U
IPUMEPHO MOJOBUHA U3 HUX HAOIIOHACTCSY
NalKUEeHTOB ¢ HeMpopuOpomaro3om Tuia 1.
3JI0Ka4€CTBEHHBIC OITYXOJIH 000JIOYKH
nepu(EepUICCKUX HEPBOB, KaK MPaBUIIO,
OOJIBIIIE, YEM X JOOPOKAYECCTBCHHBIC
aHAJIOTH, U ICMOHCTPUPYIOT OBICTPBIA POCT
[IPH LIEHTPAJIBLHOM HEKPO3E.



SJ10Ka4YeCTBEHHbIE
HOBOODOpPAa30BaHMNSA NErkKUX
rPYAHOWN CTEHKU

VY nereit 00IBIIMHCTBO JIETOYHBIX
3JI0OKQ4€CTBEHHBIX HOBOOOPA30BaHUM
MMEIOT METACTAaTUYECKUH XapaKTED.

. XOT4
JIETOYHBIE METACTAa3bl YACTO MPOSABIISAIOTCS B
BUJIE OKPYIJIbIX, PE3KO KPAEBBIX Y3EIKOB,
OHU MOI'VT OBbITh HEUETKHUMU.



B oTiimume 0T B3pOCIIbIX, Pa3MEP Y3EIKOB
HE SIBJIICTCSI MIOJIC3HBIM IIOKAa3aTeIeM
3JI0KA4€CTBEHHOI'0 MOTCHIIMANA y JICTCH, U
y3enku <0,5 ¢M, MO-BUANMOMY, C TAKOM JKE
BEPOSITHOCTBIO SIBIISTFOTCS
3JI0KAY€CTBEHHBIMU, YeM y=> 0,5 CM.



Hanbonee pacrnpocTpaHeHHBIMHA
3JI0KQ4€CTBEHHBIMHA HOBOOOPa30BAHUSAMU
JIETKHUX y J€TEH SABJISIIOTCS KapLUUHOWIHAS
OIyXO0JIb U IICBPONYJIbMOHAIbHAS
OJracToma .



KAPUNHOWOHAA Oy XOJb

KapnuHouniHas OnyXoJjib BCTPEUACTES Y ACTEU
CTapIIIero Bo3pacra ¥ NOAPOCTKOB, U, KaK
coooOmraercs, cocraBisieT oT 80% 1o 85%
[IEPBUYHbBIX 3JI0KQYECTBECHHBIX OMYXOJICH JICTCKUX Y
AETEH. ITU OITYyXOJIH BOZHUKAIOT B JOJIEBBIX
oponxax (75%), rmaBHBIX CTBOJOBBIX OpOHXaxX
(10%) nnu B mapenxume jerkux (15%).
KnnHn4yeckue nposiBICHUS: OJIbIIIKA, KaIlICb,
KPOBOXapKaHbE WX PELUUIUBUPYIOIIAS
ITHCBMOHHUSI.



PentreHorpamMma rpyaHou KJIETKU 4acTo
ITOKA3bIBAET IPYAHYIO UIIH TEPUTHUIIIPHYEO-MACCY B
M30JISIAN WK B COYETAHUM C IEpUPEpUICCKAM
YIUIOTHEHHUEM BCJIEJACTBUE aTEJIEKTA3a UIIH
OOCTpYKTHBHOM MHeBMOHMHU. Ha KoMIIbrOTEpHOM
toMmorpaduu (KT) kapumHOU 0OOBIYHO BBITJISIMT
KaK OKpYyIJlas WK AULEBUIHAS TBEPAAS, YETKO
OYEPYECHHAs Macca CO CJIErKa J0JIbYaTbIMU KpassMu

(puc. 4).



1 1-neTHHI MabuKK € JIETOYHBIM KapuuHOUJI0M. (A) OceBoe KT nzobpaxeHue
MOKA3bIBACT YETKO OMPEACICHHYIO, KPYITTYIO MacCy B WM PSIAOM C ITPaBbIM
OCHOBHBIM CTBOJIOM OpOHXa (CTpesKa), BBI3bIBAIOIIYI0 YACTUUYHYIO OPOHXUAIHHYIO
oOcTpykinio. OOpaTuTe BHUMAHUE Ha YBEJIMYEHUE MACChl, XapaKTEPHYIO JIJIs
kapuuHou10B. (B) Koponanshas pekonctpykius KT nemoHcTpupyeT THIUYHOE

YVIJIUHEHHOE TOSBICHNAE KapIIMHOMAHON OIMyX0iau (CTpelika), KoTopas napajuicibHa
JUIMHHON OCH OPOHXOB 1 COCYIOB



Ecin xkapupHOUABI HEC(HEPUUECKUE, OHU MOTYT
BBIIJISIJIETh BBITHYTHIMM C JUIMHHON OCBIO;
napaieIbHOM OpOHXaM MM JIETOYHBIM CQCYIaM.
Kak npaBuito, OHA BCTPEUAIOTCS OJIU3KO K
[IEHTPaJIbHBIM OpOHXaM, O0KoJI0 Oudypkanuu. Ha
KT kanpuudukanus npucyTcTByeT B 10 30%
OIyXO0JICH U MOKET OBITh TOYCUHON UJIH

i dy3non. Kanenudukaiys yaiie BCTpedyaeTcs
y HEHTPAIBHOTO KAaPIUHONUIA, YEM Y
nepu@EepUIECKOro KapIiuHOU/Ia.



KapuuHou1bl MOT'yT HPOSIBISTHCS. B BUJIC
HEOOJIBIIIOrO y3€JIKa, MOJTHOCTHIO
PACIIOI0KEHHOI'O B IPOCBETE OPOHXA MIIH '€
SHAOOPOHXHAIBHBIM U
IKCTPAOPOHXHAJIbHLIM KOMIIOHCHTAMM.
Tonkoctennas K'T nmosie3Ha npu BbISIBICHUHA
9HJ00POHXHAILHOTO KOMIIOHEHTA..



[TJIEBPOINYABMOHAJIbHAA
BJIACTOMA

[IneBponynsMoHanbHas 0mactoma (FILIB) - aTo
peiKasi 3J10Ka4eCTBEHHAs: SMOpHOHAIbHAS
ME3EHXMMAaJIbHAsI OIYXO0JIb JIETKOTO U IIJICBPBI,
KOTOpAask BCTPEYAECTCS MOYTH UCKIIFOUYUTEIIBHO Y
nerenr muaame 6 ger. CynecTByeT TPy NOATUTIA
[1IIb: Tun 1 - npeumMyIecCTBEHHO MAKPOLIMCTHBIN
(14%), Tim 2 - cMemaHHbBIN KUCTO3HBIN U
TBEpabIN (48%), a THIT 3 - IPEUMYIIIECTBEHHO
TBep b (38%).




Jlmaraos yacro 3arpyaHeH, moromy uro PPB
NyTAKOT C IPYTUMH OITYXOJISIMHA, OCQOEHHO C
KMCTO3HBIMHU aJICHOMATON IHBIMH
Maab(POpMaLsIMA WM YMIIAEMOM, C
HECNEMU(PUIECCKUM PECITUPATOPHBIM
PACCTPOMCTBOM MJIM IIPU3HAKAMU
ITHEBMOHHH U CIIOHTAHHBIM
ITHEBMOTOPAKCOM.



Xots PPB He Oblna naeHTH(UIIMPOBAHA KAK
4acTh CHCHU(PUYECCKOTO CHHAPOMA, OKOJIO
25% ciy4aceB BCTPEYAKOTCS B CEMECUHBIX
YCIOBHUAX C BEICOKOM
PacCIpOCTPAaHECHHOCThIO BHEICTOYHBIX
OIyXOJICH, BKIIIOYasi KUCTO3HYIO HE(hpOMY
(HanOoJIee pacCIpPOCTPAHECHHYIO),
HOBOOOpa30BaHUS MIMTOBUIHOMN JKEJIC3HI,
capkoMsbl, Meayiuioonactomy, GCT u
TEMATOJIOTHYECKHUE 3a00JICBAHUA.



[TOCKOIBKY IMAarH03 4acTo 3amas3blBacT, y
OOJIBHBIX, KaK IPAaBUJIO, OTMEYAOTCS OOJBIINE
MAacCChl, BBI3bIBAIOIIIME TTIOYTH ITOJTHOE 3alI0JTHEHHUE
reMuTopakca ./J[pyrumu ocoOCHHOCTMU
BU3YyaJIM3AIIMY, KOTOPHIE TIPEANOIATAIOT HATUYHE
[1I1b, aBisAr0TCA IMIPABOCTOPOHHEE PACIIOIOXKEHHUE,
nepu@epudeCcK pacioaokKeHHas Macca 0e3
WHBA3WUM I'PYJHOU CTEHKHU, TETEPOTCHHO HU3KOE
3aryxaHue Ha KT, oTcyTcTBUE Kanbu(pUKAIIUU U
CBSI3AHHBIN C 3TUM IUIEBPAIBbHbBIN BBIIIOT U

ITHEBMOTOPAKC .



- JIByXJ1eTHsIs 1eBOYKA C
nJIeBpoIyIbMoHanbHOM G1actomoit (I1T16).
(A) PentreHorpamma 3aHen 4acTH
MEPEAHEN TPYJHON KIETKHA MOKA3BIBACT
MOJTHOE 3aTEMHEHUE MPABOTO FTEMUTOPAKCA.
(B) Ocenas KT, okHO Jjierkoro, oKa3biBaeT
HEOO0JIBIITON MPaBOCTOPOHHUM
nHeBMoTopakc. (C) Oceas KT, 0kHO
CPEIOCTEHMS, TTIOKA3bIBACT OOJIBINYIO,
reTEPOTCHHYI0, MPEUMYIIIECTBEHHO
HU3KYIO IJIOTHOCTB, npaByto [111b.\Otr
O0COOCHHOCTH M300paKEHUS SIBISIOTCS
TUnu4YHbIMU 1J11 PPB.




[ lneBponyibMOHaJIbHAsA O1acTOMa MOKET
OBITh OAWUHOYHON WJIM MHOKECTBCHHOM C
TOMOJHATEIbHBIMHU MTOPAKECHUSMU,
IIPOUCXOAAIIUMY CUHXPOHHO WA
METAXpPOHHO. Halinure MHOXKECTBEHHBIX

IMIOPAXKEHUHN JIOJDKHO HNPEAIoaararb JUarHo3
[IIIb.



Heau(epeHIMpPOBaHHAS
BBICOKO3JIOKAY€CTBCHHAS

CapKoMa, Pa3BHUBAIOIIASICSI CKOPEE BCEro ‘U3
MUTPUPYOIIHAX AMOpPHOHAJILHBIX
KJICTOK HEBPAJbHOI'O IrpeOeIIKa

(peripheral primitive neuroectodermal tumor
- PNET).



OnucaHa B pa3IMyHbIX OpraHax U CHCTEeMaXx I0/1
pa3HbIMU Ha3BaHUSIMHU. CHHOHUMBI:
MEJIKOKJIETOYHAas: HeaAu(PepeHIIMPOBAHHAS
OIyXOJIb I'PYAHOM CTEHKH, 3JIOKa4YE€CTBECHHAS
MEJIKOKJIETOYHAs! TOPAKOIYJIbMOHAJIbHAS

OIyXOJIb,
IPUMMTHBHAS HEUPOIKTOACPMAJIbHAS OMYX0JIb, K
TOME3CHXUMOMA, SIICHANMOOJIacTOMa,
HerpoOIacToMa, OImyXojb ACKHUHA



Oy XoOJib ACKUHA

Omnyxoiab ACKHHA IPEJICTABIACT COO0M
PA3HOBUIHOCTh CapKoMbl FOuHra nim
IIPUMHUTHUBHYIO HEUPOIKTOJAECPMAIBbHYIO OMYXOJib,
KOTOpasi BO3HUKAECT U3 CTEHKHU I'PYAHOM KIICTKH,
MHOTJa U3 peOpa U PEIIKO U3 IMTaPEHXUMBI JIETKOIO.
Oxouio 17% 3710Ka4€CTBEHHBIX OITYXOJIEH I'PYIHOU
KJIETKA OTHOCSTCS K CEMEUCTBY OITYXOJIEU
capkoMbl FOunra, n 15% Bcex capkom FOwnHra
JIOKJIM3YIOTCS HA CTEHKE IPYAHOMN KIIETKH.



CapkoMa FOrHra MOXXEeT BCTpedarhbCs B
10001 BO3pACTHOM I'PyIINE, HO CpeaHui
BO3PACT MPOSIBICHUS COCTABIISET 15 JET.
Hanbonee pacrpocTpaHeHHBIM CUMIITOMOM
ABJISIETCS JIOKAJINM30BaHHast 00Jb, 3a
KOTOPOH CIICAYET NaJbIIMpyeMas Macca.



[IpOoruo3 y manmeHToB € OIyX0Jbl0 ACKHMHA
IJIOXOW M 3aBUCHUT OT pacCHpOCTPAHEHHOCTH
OIYXOJIM U PE3€KTA0CIbHOCTH OIYXO0JIU HOCIE
HE0aJbIOBAHTHOM Tepanuur. OIyXoJib 4acTo
IIpeCTaBlICHA B BUJI€ OOIBIION MAacChl IPYIHOM
CT€HKHU C BHYTPUTPYAHBIM W/WIIM BHETPYIHBIM
KOMIIOHEHTOM. bBICTPBIM POCT 3TUX ONYXOJIEH
IIPUBOJUT K MHBA3UU U PA3PYILIECHUIO COCETHUX
CTPYKTYP, BKJItO4as MbIIILBI, peOpa, IJIEBPY U
[IAPEHXUMY JIETKOTO.



YHacTo TpyaHO pa3InuuTh KOMIPECCHUIO
JIETKUX ¥ MHBA3UI0 ¢ nmoMollbio KT mimu
MPT. PactipocTtpaHeHue OnyXxoiau B INIEBPY
Y IIJIEBPAJIbHBIC BBIIIOTHI IPOUCXOIAT YACTO.
JlecTpykuusi pedpa xapakrepHa Onyxoik
ACKHHA PEAKO COACPKUT KAIbIA(DUKATHI.
OnyxoJii 00BIYHO UMEFOT IF€TePOTCHHBIN
BuJ Ha K'T u MPI, BBI3BaHHBIX HEKPO30M U
KPOBOU3IUSIHUEM



3-nmeTHsA IeBOYKa ¢ OlyXxoiapi0 AckuHa. (A) Ha
oceBoii KT uzo0OpaxeHa Qouibliiasi reTeporeHHast
OIMyX0Jib ACKHHA (CTPEJIKH).C pa3pylIeHUEM
pebep (U30THYTasi CTPEKa).

OMyX0Jib ACKHHA (CTPEJIKU) U KPYy
aCCOIMUPOBAHHBIN IJIEBPAIbHBIN Bb
BBI3BIBAIOIIUN CIABUT CPEIOCTEHHBIX C
(u3orHyTas crpenka). [lokazaHHbIi 371€
reTepOreHHbIN BUI TUITUYEH TSI OITYXOJ
AcKuHa 1 00yCIIOBJIEH HEKPO30M U
KpoBoM3IUsiHUEM. [1neBpanbHbIi BHINOT Ta
4acTO HAOIOJAETCSI C ATOU OIMYXOJIbIO.




e BJIAT'OJIAPIO 3A BHU



