3anmopoKCKHil rocyiapCcTBEeHHbIA MeINIIMHCKUH
YHUBEPCUTET
(pakyabTEeT MOCJIAEAUIIIOMHOI0 00Pa30BaAHUA
(KypcC AeTCKOM XUPYPruu)

3/IOKAYECTBEHHULIE
OITYXOJIN Y IETEU

JIEKIUSA 11 BpaY€-UHTEPHOB AETCKUX XUPYPIrOB



ONyONk

MK

NEHEYHAR
| apTenua {

MOYETOYHKK

OITYXOJIb
BHUJIbMCA

+  JlM30HTOreHeTHu4YeCcKas
3/IOKa4YeCTBEeHHast

OITYXOJIb ITOY€K

- B nureparype nmeercs
53 Ha3BaHUS 3TOU

OITyXOJIU

- B MKb-10 5Ta onyxonb
Ha3bIBbIETCS
SMOPHOHATLHOM

Hedpomoii (C64)



Onyxosbp Ha3BaHA B YeCTh
Makca Buabmca, KOTOpBIA
BIIepBbIe ONMUCA
KJIMHUYECKYI0 KAPTUHY U Al
rUCTOJIOTUYECKYIO
XapaKTePUCTUKY OMMYXOJIA B
1899 T.

Maxc BI/I]IBMC (Max Wllms)
HeM. XUPYPpr, Tpodeccop,

yueHUK TpeHzeneHOypra.



DI IEeMHOJIOTUS

- HacroTra 7-8:100.000 AeTeir B BO3pacTe [0
14 71eT B TOA;

* bonee 80% Bcex c/riyyaeB paka MOYeIl0/I0BOM
CUCTEMBI y AeTer MJIajlie 14 JieT;

e OKko0 20% Hu3 Bcex COMUIHBIX
HOBOOOpa30BaHUM Y JIeTel;

* Haue Bcero ot 2 710 5 JIeT, HECKOJIBKO Yalle Yy
neBouek ( 55, 89%) . (M.®. Tpame3nxosa, 1989)



ITHUOJIOT USI

* [IpyrynHBI pa3BUTUS OMTYXOJIU OKOHYATE/IbHO He
YCTaHOBJ/IEHBI

* [eHeTHYecKue HapyIIEeHUS B TAKUX T€HHAX -
cynpeccopax : WT1, WT2, 13.

* HO, cymiectByeT MHEeHMe , UTO B OOJIBIINHCTBE CTy4aeB
OTTyXOJIb He TIlepeJIaeTCsl 110 HACAeICTBY U MTYCKOBBIM
MeXaHHW3MOM B Pa3sBUTHU MOTYT CTY>KHUTh 3r30TeHHasI
WHTOKCHUKAIIMS ¥ BO3IEMCTBHE PaJHUAIlMU BO BpeMSI
IepBOii IMTOJIOBUHBI O€peMEeHHOCTH.



[laTorenes

* Umeer yeTko gudPpepeHIIIPOBaHHOE Me30IepPMATBEHOE
IIPOUCXOXKAeHUE

* Bo3HukaeT Ha cTaguu MeTaHeppOCa U XapaKTepHU3YyeTCs
TeM, YTO YaCTh KJIETOK Me30JePMbI He
nrddepeHITpPyeTCS ¥ HAUMHAET OeCIopsI0IHO
Pa3pacTaThCs M B MIPOLECC BOBIEKAIOTCS
SMUTE/TNAIbHbIE, COeJUHUTE/IbHO- TKAHHbIE 3JIEMEHTHI.



MAKPOCKOITMYECKH

MpeICTAB/ISETCS B BUle KPYITHOTO MSICICTOTO
oOpa3oBaHUs UK Y3/10B. MIMetonx
chepuyeckyio GopMy, paszeTeHHbIX IJIOTHOM
TKAHBIO U Yallle 3aT0THeHHBIX
CTyZIHeOoOpas3sHOM MAaCCOM CMEeIIaHHOM C
TKaHEeBBIMU OCTPABKAMH.






Onyxonb Bunsmca
(HechpobnacToma)




MHKPOCKOHH[IECKH OITYXOJIb UM€eeT

<<1'[€CprII>i» COCTAaB: IINTE/IMAJIbHbBIE KJIETKH, ITOMMEPEYHO- I1OJIOCATAas!
MYCKY/1ATypPad, OCTAaTKX HEPBHBIX I'AHITTMEB, COEAHUTE/IbHAA U XPALIE€Basi

TKAaHb




KJTACCUPUKALIUS

 ['mcTromornyeckast K1acCuPUKAIHS OIMyXOjIei IMTOYKH I10
Smidt/Harms

* Knaccudpukanms HedppobracToms o cucreme TNM

» HamnonanbHast kinaccudukaims omnyxosneid Buabmca
o cragusam(CILA).



| CtemneHb

JJIORAYECTBCHHOCTH

['pynma
pHCKa

['ucTosiornvecknii  BapHaHT  OMYXOJH | &

IMNOYKH
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Me3o0macTudeckas Hepoma;
OeranpHas
pad1oMHOMaTO3HAAHEQPOoOIaCTOMA.
Kucto3Hag, YACTHYHO | &
mdQepenimpoBaHHad HepobIacToMa i

Cpennss

CTaHmap THHIH

«Kmaccnyeckuit BapuanTy 0e3 aHaILIa3uu.
HedpoOmactoma ¢ QokanpHOM aHATITa3UeH

Bricokad

Bricokuii

Hedpobractoma ¢ mudidy3Hoit aHamiasueit. |
CBETI0KIeTOYHAS capKoMa ]
PabmouaHas omyxo:1b HOUKH




- | llepuunasi omyxo.ib
| (raTeropus 1)

Iopaxenue mumdoysiaos
(raTeropus N)

Otnanendsie MeTacTa3bl
(kaTeropusi M)

| mauama

| Tx - omeHKa MEPBUYHOM

| OIYXO.H He IIPOBE/IcHa
~ TO - mepBuyHas omyxomb He
| BBISIBICHA

| Il - omyxomp onHOW MOYKH
- | mromaano 10 80cy?

T2 - omyXoldb OIHOH MOYKH
| mromazsio 6omee §0cM?

T3 - npowsomemmmit 10
| TCUeHUS  Pa3phiB
" | OHOCTOPOHHEH OMYXOTH
| T4 - 1BYCTOPOHHSAS OIYXO.Ib

NX - oIleHKa perroHapHbIX
TM}OY310B HE
IIPOBEIEHA

NO -  peruoHapHsie
TM(pOY3TIbI HE TOPAKEHBI
NI - Meractasei B
PETMOHAPHBIE TUM(OY3IIBI

Mx - jmarHocTHKa (8
BO3MOKHBIX ~ OTIQJICHHBIX |
METACTA30B HE NPOBeIeHa |
MO f OTJalIeHHbIE ||
METACTa3bl HE BHISBICHEI .
M1 - OTHaTeHHHE |[{
METACTa3bl BHIABICHEL |

ol J‘-\ " A “a
‘ﬂ.* /,\M',F!’ B "-‘Wbc i




KinvHn4yeckoe ctagupoBaHUe

I cTagms — OIyX0JIb IOKA/IU3YeTCS B IIpeJesiax
IMOYKH, BO3MOXXHO TIOJTHOE yIa/IeHUE;
1l cragus — onyxoib pacnpOCTPAHSIETCS 3a
rpezeJsibl IIOYKU, BO3SMOXXHO IMOJIHOE yAd/IeHUe, B T.
q.:

* [IPOpPACTaHMe KaICY/Ibl IIOYKH, C
PaCIIPOCTPAaHEHUEM B OKOJIOTIOYEYHYIO KJIeTYATKY

* MOpa)KeHHEe BHEIIOYEYHBIX COCYIO0B(
MHQPUIBTPALIMS WU COAEPKAT OIyX0J/IEBbIE
TPOMOBI)



111 ctragus — oCTaTOYHA HEreMaTOTeHHAS OMyX0JIb
PACIIPOCTPOHEHA B MpeAesiaxX XUBOTa:

* Ipej- Wi UHTPAOIIePallMOHHbBIN Pa3phIB
OITyXOJIU;

* MeTaCTaskl o OPIOIIHNHE,

* TTOpaYKeHUe BHYTPUOPIOMIHBIX TUMOY3/I0B, 3a
HMCKTIOYeHHeM PeTMOHAPHBIX ,

* OITyXOJIEBBIH BBITIOT B OPIOIITHYIO MOIOCTD,

* HEpAJHUKAJIbHOE YAa/ICHHUE



IV cTaausa — reMaToreHHbIe MeTacTaskbl, T.€.
JIeTKue, rme4yeHb, KOCTU U TOJIOBHOM MO3T.

V cragus - nBycTopoHHss HedppobiacToma
BapuaHThI :
A - TTopa)keHHe OHOTO 13 MOII0COB 000UX ITOYEK.
b - mopaxeHue OAHOW MOYKHU C BOBJIEYEHUEM
BOPOT B OITyXOJIEBOI IIpoilecc (TOTa/ibHOE WU
CyOTOTa/IbHOE) M OJHOTO M3 II0JIF0COB BTOPOM
TIOYKH.

C - mopaxeHHe 00eHX MOYEeK C BOBJIEYEHHUEM B
IIPOLIeCC BOPOT (TOTa/IbHOE TN CYOTOTa/IbHOE).




KinvHn4eckass KapTruHa

(3aBHCHT OT cTaZiM 3a60/1€BaHMS, HA/IMYUH METACTa30B M BO3paCTa
pebGeHKa)

Ha panHel cTagum NposiBieH!sI CKyZIHbIE U
HecTielTUPUIHBL:

* bnemHoCTh KOXU, CTA6OCTH, HEJOMOTAHUE,
Pa3ApPaKUTETBHOCTD

* TomrHOTA, 6ecTipUYMHHAs PBOTA, CHYDKEHHE aTTIeTHUTA

* Tloxymanue, oTcTaBaHue pebeHKa B pOCTe

* Tlepuognyecku cybpebpribHas TeMIiepaTypa

* B na6.mokasaresnsx: He3HAYUTE/IbHASI AaHEMUS,
nioBbiiieHass COD, cienpl 6e1Ka B MoUe



B nepuoa pa3sBepHYyTOU KJIMHUYECKOW KAaDTHUHBI :

« OOHapy)XeHHe OITyXO0JIM B OPIOIIHOM MoIocTH (B 90%
C/Ty4YaeB)MpH MasblallMK IJIOTHAS U IVIaIKasI, PeXKe
OyrpucTasi;

* bonu He xapaKTepHBbI;

* [loBbimenue AJl.

Ha mo3agaux craansax :

* ACUMMeTpHS XXUBOTA, HATMYUE O KOXHOU
BEHO3HOM CETH , XKEeJITYXa;
* bosb B )XKUBOTE;

 M3smeHeHwMe 11BeTa MOYH ( MaKporeMaTypus)



Y 15% 60/1bHBIX TTOTOXUTETBHBIN CUHIPOM
WAG R : &ﬁ Online Journal of Ovhum!nldo.g" Ly 0joph. com

kl

o B
A s
e £

W- Wilms tumor
A- aniridia

G- genitourimari 1
anomales

R - mental retardatios



/lnarHoCcTHKa

TiurarebHO cOOpaHHbBIN aHaMHe3 ( He ObLIO U
paHbllle OJHOKPATHOI reMaTypuH, ObICPO
IIpOXO/siiieir 60N B )KUBOTE)

HpaBI/I]IbHO IMMpOBE€ACHHAS IIa/IbIIdLIW )KNBOTA

OAK u OAM: amHemus, noBeliieHre COD,
MPOTEeNHYPUSI, MUKPO- U MaKpOreMaTypusl



YIbTPa3BYKOBasi JUArHOCTUKA

SBnsieTcst BbBICOKO MHPOPMATUBHBIM CKPUHUHTOBBIM
MeTOZ,0M

[To3BosisieT BBIABUTH Ha/TU4He OMYXOIH ( 0OBIYHO
Ipe/iCTaB/eHa SXOHEeraTUBHBIM Y3/I0M, CBOOOIHBIM OT
BHYTPEHHUX CTPYKTYP)

PacnipocTpoHeHHOCTB nponecca

BoeisiBUTH TpOMO B HIDKHEH MO/ION BeHe



JKCKpeTopHas yporpadus

Bo3amo)xHOCTB Oonpezie TUTh OIMyX0/IeBUAHOE 00pa30BaHME U OLIEHUTD
YHKIITMOHUPOBAaHUE MOPAYXeHHOU IMMOYKH

Kiaccuyeckue prU3HaKU OMyX0J/IEBOTO POCTA :

- H3MeHeHMe MOJIOXKeHUS TTOYEK

- YBe/nn4yeHUe TeHHU IOYKU

- CwMmelnieHHe MOYETOYHHUKOB B OPIOIITHOM
oTmesne

- OtcyTcTBUE QYHKIIUU OOTBHOM MOYKH

- [ledeKT Hamo/THeHUS B JIOXaHKe UJIH YallleuKe
- HepoBHbie KOHTYPHI YallleyeK

- PasaBuraHue 4aiieyek




KommnbioTepHast Tomorpadus

BproirHo# mo/1ocTy ¥ 3a0PIOITMHHOTO MPOCTPAHCTBA

* J/lokanmnsauuys v pa3dmMepsl OIMyXOJIU
 [71yOGmHY IIpOopacTaHus U CTPYKTYPY
» TpoMbOHpPOBaHME TTOYEYHBIX BEH U V.Ccava
inf.
* J/luMmpa- 1 reMaTOreHbl€ METACTA3I



Onyxonb

RiamuLaara




MarHuTHO-pe30HaHCHas ToMOorpadus

* [NomydyeHre MHOTOTI/TAHOBBIX U300PAKEHUH B TIO00MA
IJIOCKOCTH

* Bo3aMOXXHOCTB MOTydeHUsT U300pakKeHMsI COCy 0B Oe3
MCITO/Ib30BaHUS MO COAEPKAIIUX KOHTPACTHBIX BELIEeCTB



* PenTreHHorpamMma rpyaiHOU KJIETKU U
yeperia — /i1 BbISIBJIEHUSI METaCTa30B B
JIETKHX, TOJIOBHOM MO3Ie U KOCTSIX Yyepera

* Paiirion30TOnHOe CKAaHUPOBAHUE CKeJieTa
— J1JIS1 BBISIBJIEHUSI METAaCTa30B B KOCTSAX




TIICA

* CbIBOPOTOYHBIM MapKep OITyX0/JI1€BOM aKTUBHOCTH

* 3HAUYMTEIbHO MOBBIIIEH MTO CPABHEHUIO C
nareHTaMu ¢ JOOpOoKavyeCTBeHHbIMU
HOBOOOPA30BaHUSIMU MOYEK, CHIDKAETCS B
mporiecce TeYeHUs



InddepeniinanbHas TUArHOCTUKA

Heo6xommumo mpoBoauTH C :
* BpoxxaeHHbIl rHapOoHEedPPO3
* [lomukucros moyex

* Onyxonm HaAgIIOYeYHUKOB



CuHapoMm bekBuTa-
BuagemaHHa

* Bucuepomeranus
 [emuruneprpodus
* Omdanoiiesne
* Mukponedanus

* Makpornoccus



JleyeHue

(mpoTokot neyeHust N°649)

bonbiiiast 4acTh IMaMEHTOB ITOJIYHAa€T KOMIIVIEKCHOC
jeqyeHue

XUpypruyeckoe je4yeHue
XUMUOTepanus

JlyyeBas Tepanus



XUpYypruyeckoe jeyeHue

* 3aKJII0YaeTcs B yasieHre TTOYKH e JUHBIM OJIOKOM C
OKOJIOTIOYE€YHOM XUPOBOU KI€TYATKOM, 3a0PIOITMHHOM
KIeTYaTKOU 1 TMMPATUIeCKUMH Y3/1aMU;

 Eciu BeinmoTHeHHe HePPIKTOMUH CBA3AHO C
TeXHUYeCKHUMU TPYAHOCTSIMH, TO MOXKET ITPOBOTHUTCS
npeonepauoHHOe IeUeHre: XUMUO-, PAAUOTEePITHS HJTH
X KOMOMHALIVSI;

 JloCcTyTbl: TallapOTOMHbIN, Ype3peOepHbIH,
Me)XpeOepHBIH, TIOMOOTOMHUYECKHUA



XUMUOTEpPATTUA

BbIcoKast 9yBCTBHUTETBHOCTD OITYXO/IU K
XUMHUOTIpeIapaTaM — BUHKPUCTUH, UKa0pochamu,
TOKCOPYOHUITMH, DTOMO3H/I, B Pa3/TMYHBIX KOMOWHAIIHSIX;

HeoazaproBaHTHAas Tepamnus : 2-3 Kypca BUHKPUCTHUHA [0
TeX MOP, MMOKa OMYXOJIb PearupyeT Ha NpBeJeHne
JIEYeHMUS.

AJZBIOBAaHTHAS T€PANUs : CIIyCTS 10-12 THEH moce
onepaitnu. CyliecTByer 2 peXxuma( rpymra i u 2)

[1pu oTmaneHHbIX MeTacTasax — IP-Thl «BTOPOU
JIMHUW»: TUIATUHBI, 3TOMO3U/.



JlyyeBas Tepanus
e [IpegonepaninoHHOE OOIYYEHHUE Ha3HAYAIOT

HeZ0CTaTOYHOM P PeKTe HeOaAbIOTAHTHOM
XUMUOTEpANUH ( OTCYTCTBHE COKPAIIEeHUS OTTYXOJIH ) U
Ha MO3AHUX CTAUSAX ;

e [loceonepantmoHHOE OOIYIEeHHE

i I/ICHO]IBBYIOT HEBbICOKHME TO3bl



[Iporuos

3aBUCUT OT CTaANHU 3a00/IeBaHMSI, TUCTOJIOTUU
OMYXOJIM U UHTEHCUBHOCTHU JIeYeHUS

HeszaBrcumo oT mporHocTuyecKux GakTopoB 9o%
O00/IbHBIX HepPOOIACTOMOM BBI3IOPABIHUBAIOT

300pPOBBIMU MOXXHO CYMTATh JAeTer C MOMEHTA
poBeZileHHOU orepalivuy B TeYeHUH 3 JieT Oe3
peLesuBOB U METaCTas



Criacu00 3a BHUMaHue!



