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3aboneBaeMoCTb
onyxoJien MArkux TKaHen

Onyxonu MArkux TKAHEM — OTHOCUTENbHO peakas rpynna

_‘iOBOOGpEBOBaHVIl‘/JI. B Poccun exeroHo peructpupyetcs okosno 10
000 HoBbIX cny4yaeB, 4TO cocTtaBnsger 1% Bcex 3/10Ka4YeCTBEHHbIX
HoBoObpa3oBaHuK. 3aboneBaemMoctb coctaBnser 30 cnyyaeB Ha 1
000 000 Hacenenusi, u3 Hux 80% - CApPKOMbl MSMKUX TKaHeW. B
JETCKOM BO3pacTe 4acToTa Bblle U coctaengeT 6,5%, 3aHuMaa 5-e
MeCTO o 3a60/1eBaeMOCTU U CMEPTHOCTM.

Hanbonee Bbicokas 3aboneBaemMoctb Habntoaaetcs B Bo3pacte 20-30
n 40-50 ner.

CK/TOHHOCTb CapKOM MSIKMX TKaHeM K paHHEMY METacTa3vMpOBaHUIO U
YMOPHOMY PELINANBUPOBAHMIO, OTHOCUTENbHO BbICOKas
PE3NCTEHTHOCTb OOMBLUMHCTBA M3 HUX K JIYYEBOM W JIEKAPCTBEHHOM
TEpanuUn  ONPEAENSIOT COXHOCTb JIeYEHUS 3TOM  MaTONIOrUN.
XUPYPruyecknii MeTto[ SBMASIETCA BeAyWUM B JIEYEHUM OONbHbIX
CcapKkoMaMn MArkux TkaHew. [pu 3TOM aAeKkBaTHOE WM pajvKalbHOe
yOaJIeHWe Onyxonu, YacTto MpuBOAAT K OOWMPHbIM AedekTaM,
TPeOYIOWNM BbINOSIHEHUS PEKOHCTUPYKTUBHO-MIACTUYECKOrO 3Tana
onepauuu.



STUOJIOrUNA
ONnyxoJien MArknx TKaHen

+- [ eHeTnYyeckada npeapacrnoioXXeHHOCTb

UrPaeT poJib B HEKOTOPbIX CyYasix:

- HEBOMAHbIN 6a3a/IbHO-KNETOYHbIM CUHAPOM
(cuHapom opnnHa) - 3TO ayTOCOMHO-AOMNHAHTHOE
3ab0neBaHNE, XapaKTepPU3YoLLEECS KOXHbIMU NPOSIB-
NIEHVAMMN B BUAE MHOXECTBEHHbIX 6a3a/IbHO-K/1ETOY-
HbIX KapLUMHOM, 3NUAEPMONAHBIX KUCT, BAABNEHUSMM
KOXXW Ha NaJoHAX U CTOMax, a TakKXKe KUCTaMWN HMXKHEN
N BEPXHEWN YentocTen, pebep, MO3BOHKOB, KOPOTKUMMU
NACTHLIMW KOCTSIMU, MBpOMaMn SUYHUKOB U rUnep-
TenopmnsmoM. Hamnbonee yacto BO3HUKAOT Meaynniob-
flacToMa n pmbpocapkomMa YentoCcTu



STNOJIOIrUNA
ONnyxoJien MArknux TKaHen

“‘- HenpodnbpomaTos (bonesHb ¢OH
PeknuHrxayseHa) - ayrocoMHO-AOMWHAHTHOE
3aboneBaHne, XapaKTepusylolleecst Haanvynem
MHOXECTBEHHbIX HENpodnObpoOM, BECHYLLUKAMMU
aKkcMnsapHon ob6nactu M rmraHTCKMMM HEBYCaMU,
a Takke OunartepanbHbiMM  AKYCTUYECKUMMU
HEBpPOMaMM, MEHMHIMOMaMy, hrMbpo3HOU

AMCna3nen KOCTEMN. Hanbonee 4acTo
BO3HUKAOT: HenpodubpocapkoMa (10-15%),
3/10Ka4eCcTBeHHas LLIBAHHOMA (5%),

dheoxpomMoLmMTOMa, acTpoLMTOMa U TMOMa



STUOJIOrUNA
ONnyxoJien MArknx TKaHen

“TTy6ep03Hbu‘/’1 cknepo3 (bonesHb bopHeBunnsa) -
ayTOCOMHO-AOMNHAHTHOE HapyLUeHNe C KOXXHbIMU
NPoOsSIBNEHNSIMM B BWUAE TUMNONMUIMEHTUPOBAHHbIX
MaKy/sl, aAeHOM CafibHbIX >ene3, MnaxoBblX
PMbpOM, TaKXe XapaKTepusyeTcsl NPOosiBIEHNSMU
3MUNENCUN, 3a0EPXKKOU YMCTBEHHOIO pa3BUTUS,
raMapToMaMn rO/IOBHOrO MO3ra, rMo4eK, MeyeHwu,
HaAMNOYEYHUKOB, MNOMKENYAOYHON XKENE3bl U
cepaua (y 60nbUIMHCTBA MNALMEHTOB BbISIBSETCS
pabgomMnoma cepAaua), Hanbonee 4acTo
BO3HMKAIOT aCTPOLMUTOMbI U rNMo61aCTOMBI



STUOJIOrUNA
ONnyxoJien MArknx TKaHen

+

-  CcumHapom  [apaHepa - ayTOCOMHO-
[IOMMHAHTHOE 3aboneBaHune, MposiBSOLEeecS
KOXXHbIMU U3MEHEHUSIMU B BUAE AEPMOUAHbLIX
MM  3NUAEPMOUAHBLIX KUCT, KUCT CalbHbIX
xenes, naunoMm, @ubpoM U aAecMomaoB, a
TaKxe nosiMnamm TONCTOM KULLIKM,
MHOXXeCTBEHHbIMM OCTEOMaMM, BKJ1OYAs KOCTU
yepena U Jyentoctn. OYeHb 4YacTo BCTpeYaeTcd
a[IEHOKapLMHOMa TOJSICTON KULLKMK



+

STUOJIOrUNA
ONnyxoJien MArknx TKaHen

- cunHapom  BepHepa  (nporepusl) -
ayTOCOMHO-peLeCccMBHOE HapyLleHue,
XapaKTepusytoLlieecs npeXxaeBpeMeHHbIM
CTapeHMeM C WU3MEHEHMSIMU KOXWU Mo Tuny
cknepoaepmumn, obnbiceHneM, TpopPUHecKuMmn
93BaMN  KOHeyHocTeWn. Hambonee yacto
BO3HUKAIOT CapkoMbl U MeHUHIrnoMsl (10%).



+

STUOJIOrUNA
ONnyxoJien MArknx TKaHen

m Y [MauUMeHToK C HaandmeM BTOPUYHOIO

NMMA@OCTa3a nocne MaCT3KTOMUMU C
nuMmdoancceKUMEN 3HaYUTENBHO MOBLILIAETCS
PUCK  pa3BUTUA  aHrnocapkoMm  (CMHAPOM
Ctbtoapaa- Tpeseca).

TpaBma - 23TUOMOrMYeckasd CBSA3b MexAay
TPaBMOM W CapKkOMaMW  OTCYTCTBYeT. Y
60/blUMHCTBA MNALMEHTOB TpaBMa MNpuUB/EKaeT
BHMMaHMEe K BbIPOCLLEN OMYXOSM U SBASETCS
coBMageHMeM.



+

STUOJIOrUNA
ONnyxoJien MArknx TKaHen

KaHLeporeHbl - OTMEYEHO YBENMUYEHUNE KOMN-
YyecTBa C/Iy4aeB aHrMoCapkoM Yy MauUEHTOB,
paboTaBLUMX C BUHWUIXI0PUAOM "
MbILLbAKOM. WccnegoBaHWs He  MokKas3anu
3aBUCMMOCTb  4YacCTOTbl  BO3HMKHOBEHUS
CApKOM OT TaKMX KaHLEPOreHoB, KakK
X/10pdeHOsbl U DEHOKCUYKCYCHbIE KUCNOTHI.



JTNOJIOrUNA
ONnyxoJien MArkux TKaHen

0 Fﬁmaum - paaMo MHAYUMPOBAHHbIE CApPKOMbI BCTPeYarTCs
peako M MOryT BO3HMKATb B TKaHAX, MOABEPXXEHHbIX
NOHU3UPYIOLLIEMY N31y4YEHUIO. OcTeocapkoMa 7
3/IOKQYeCcTBeHHass @uUOpo3Hass rucTMouuToMa SBASIOTCS
Hanbonee 4acto BCTpeYaloWUMNCI TUCTOSNTOrNMYECKNMU
noATUMNAMN. 3TU OMyXonu 0bblYHO BO3HMKAIOT 4vepe3 6 - 30
n bonee net nocne nposeaeHHoro obnyyeHns (MegmaHa 10
NIET) N KpavHe peako BCTPeYatoTcs B paHHWE cpokun (2-4
roga). Obwasa no3a obnyyeHns, pexnM OpakLMOHNPOBAHMS
M BUA paavaumMnm  BAMAKOT  Ha  3aboneBaeMocCTb.
Ankunupyrowme areHtbl (umknodocdpammag m T. M.) B
KOMBMHaLMK C Ny4eBOU Teparnunen Takxe YBenImM4mBatoT pUcK
BO3HMKHOBEHWS BTOPUYHbIX 3/T0OKQYeCTBEHHbIX
HOBOO6pPa30BaAHUMN.



STUOJIOrUNA
ONnyxoJien MArknx TKaHen

,‘_

s /IMMyHOCynpeccuss - Haubonee 4acTbiIM NpUMEpOoM
aBnsetca capkoma Kanowwu y 6onbHbix CMAom, XJUT wn
ayTOMMMYHHOM TEMOSIMTUYECKOM aHEMMEN, a TaKxKe
60nbHbIX MNOCNe TPaHCM/IAaHTaLUMN OpraHoB.

m BupycHas atmnonorus - Bupyc renpeca 8-ro tmna (HHVS8)
BbigBnserca y 6onbHbix ClAAoM, a Takke AHK HHVS
BbISIB/ISI1aCb B KOXHbIX 06pa30BaHUsIX rOMOCEKCYasIbHbIX
MY>XUMH, HeMHdUUMpoBaHHbIX BUY, n npn knaccmyeckom

n sHaemuyeckon (adpukaHckon) dopmax CapKoMbl
Kanown.



Jlokanusauusa onyxoJsien
MArNKMX TKaHeu

“!

CapkoMbl

M KOHeYyHocTeu

¥ TynoBuLa 1
3abprOLWMHHOIO Np-Ba

® roNnoBbl N LWWEN




CxeMa BbIpe3KM OMyXOsn MATKUX TKaHEN




Crtagus CapkoM MSArkUX TKaHen

TNM- knaccudukayus nocTpoeHa Ha OCHOBAHUM pa3MepoB U FNYOWHbBI pacnonoXeHus
OMyX0/In OTHOCUTENbHO MOBEPXHOCTHOM (hacLMmn ANt CApKOM KOHEUYHOCTEWN
(@ - NOBEPXHOCTHO PaCroJI0XKEHHbIE)




Crtagus cCapkoM MArkux TKaHewn

b - npopacTatolume dacuunio n BCce onyxoam 6prOLLHON MOMOCTU, NONOCTH
Ta3a, rPyAHON KIETKN U 3abpOLLIMHHOIO NMPOCTPaHCTBA




Ctaaus capKoM MSArKuMx TKaHewn

[ pynnmMpoBKa No CTagusam

Cragmsa 1
+ T1a,b NO MO, G1-2 (G1 no 3-CTyneH4YaTon CUCTEME)
T2a,b NO MO, G1-2 (G1 no 3-CTyneH4YaTon CUCTEME)

Cragua I1
T1a, 1b NO MO, G3-4 (G2-3-CcTyneH4yaTon cMcreme)
T2a NO MO, G3-4 (G2-3-cTyneH4aTon Cucteme)

Craausa III
T2b NO MO, G3-4 (G2-3-CTyneH4aTon CUCTEME)

Cragna IV
Jltobaa T N1 MO, JTiobas G
Jltobaa T NO M1, JTliobas G

B cucteme TNM npeactaBneHa 4-CTyneH4yaTaq WKana CTENeHU 3/10KayYeCcTBEHHOCTH,
oaHako Yyxe nocne 2002 r. NpPUHATO WMCNONb30BaHWe 3-CTYNMEHYaToOM CUCTEMbI, B
koTopon G3 n G4 o6beanHEHbI BMECTE.



Ctaaus onyxosiu MArkux TKaHemw

m OnpegeneHne CcTeneHuW 3/10KAYeCTBEHHOCTU CapKOM O4YeHb
BaXXHO AN Bblbopa TaKTUKM  [AaSbHEULLErO  JIEYEHMUS.
Cywectsyer 2 cucteMbl onpegeneHnsa - cucteMa NCI
(HaunoHanbHbin OHkonornyeckun NMHctutyT CLUA) n cuctema
FNCLCC (French Federation Nationale des Centres de Lutte
Contre le Cancer). [llo cancteMe NCI oueHuBaeTcs
rMCTOMOrMYECKMA  MOATWUMN, KOSIMYECTBO K/ETOK B Mone
3peHus, naeomMopmusmM, KONMYeCTBO MWUTO30B 7
Bblpa>XEHHOCTb 04aroB HEKPO30B

m B EBpone Hambonee 4yacto wmcnonb3dyetrcsa cumcteMa FNCLCC
(French Federation Nationale des Centres de Lutte Contre le
Cancer), KoTopas TaKXe SBASeTCs 3 - CTYNMEeHYaTou, NpUYeM
OLEHMBAETCa CyMMapHbin 6ann no AnddepeHLMpOoBKE
OMyX0JI1, MUTOTUYECKOMY UHAEKCY N KONMYECTBY HEKPO30B.



Cucrtema FNCLCC

I'ucrosornyeckun | baan | OnpeaeseHue rucTOJIOrHYECKOrO
““ NPH3HAK IMPU3HAKA
Huddepenunporka | 1 Bricokas
ONyXOJI 2 YmMmepennas
3 Hwuzkas
KomnuecTBO 1 Ot 0 10 9 MuTo30B B 10 mossix 3penus X400
HANTOSYIE 2 Ot 10 mo 19 muto30B B 10 momnsix 3peHus
X400
3 Cepimmie 20 muto30B B 10 momsax 3penus X400
KonnuecTBo 0 OTCYyTCTBYET HEKPO3
HISKUOSUIE 1 Hexkpo3 onyxonn menee 50%
2 Hexkpo3 omyxonu 6o1ee 50%

Crenenb I: 2-3 6anna; Crenenb II: 4-5 6annos; CteneHnb II1: 6-8 6annos



[ ncTonornyeckue napaMeTpbl ans
OMNMyXoNnen MArknx TKaHeu

Pa3mepbl onyxonu

Jlokanusauyms

PacnpoCcTpaHeHHOCTb OnyXonun
[MCTONOrMYECcKUm TUM

MWUTOTUYECKMN MHAOEKC

Hannuune oyaros Hekpo3a (%)

CTeneHb 3/10Ka4eCTBEHHOCTH

Cocyauctas (aHrmonnM@aTmyeckasl) MHBa3uA
CreneHb ne4yebHoro natoMmopdo3a

Hannumne ncesaokancysbl N ee MHBa3us
CTaTyc KpaeB pe3eKkuum

CaTtennutbl, MeTacTasbl B permoHapHbIX
MM@aTNYECKNX y3nax n B NapeHXMMaTo3HbIX OpraHax



Knaccudpukaumsa onyxonen MArkmx TKaHeu

+

Knaccudumkaumsa onyxonenm MArknx TkaHen 2002r
OCHOBbIBAETCH Ha «HanpaB/IEHHOCTU
anddepeHUMpoBKN  KNETOK»  onyxosnu,  T.e.
COOTBETCTBYET MPUHLIMMNY COMOCTaB/EHNSA KIETOK
ONyxXxoiM C WX HOPMalbHbIMKU  KJIETOYHbIMU

aHaioramu.
3N10KQUYECTBEHHbIE OMYyXO/M PeaKO BO3HMKAKOT U3
NpeaLeCTBYOLLINX NO6pOKaYEeCTBEHHbIX
HOBOOOPa30BaHUMN.

OHM noapa3nenstoTca Ha [A0O6poKayYecTBEHHbIE
OMnyxonu, MPOMEXXYTOYHbIE (NoKanbHO

arpeccuBHble WIN PeaKo METacTa3upYIoLLME) U
3/10KaYeCTBEHHbIE aHaNOrN.



[McToreHes onyxonem MArknx TKaHeu

+

Ecnum OTHOCUTENbHO naToreHesa
DA3IMYHbIX HOBOOOPA30BaHUN  MSATKUX
TKAHEN €elle COXPaHSAETCd MHOro He
SICHOro, TO MMCTOreHE3 MHOIMX OMyXoJeN
BMNOJIHE OYEeBUAEH.

[ucTtoreHe3 MoXeT 6bITb onpeaeneH uu
No KAEeTOYHOMY UMMYHOMEHOTUNYy, NN Ha
OCHOBaHUWN LUUTOreHeTU4YeCcKmnx npu3HaKkoB.



1. ONYXON XXUPOBOW TKAHWU

2.ONIBPOBJIACTUHECKUE/MUODPUBPOBJI
ACTNYHECKWE OINYXOJIN

3. TAK HA3bIBAEMbIE ®UBPOI'MCTUNO-
LIMUTAPHBIE OIMYXOJIU

4. TTAAKOMBILLEYHBIE OIMYXOJ1U



BO3 Knaccudukaums onyxoneis

+

5. NMEPUBACKYJIAPHBIE OINMYXOJIN

6. OINMYXOJIN CKEJIETHbBIX MbILLL|

/. COCYAUCTDBIE OMNMyXOJIn

8. KOCTHbIE N XPALLEBBIE OIMYXOJIA

9.0MYXO/IN C HEACHOW AOUNDDEPEH-
LIMPOBKOW




BO3 Knaccudukaums onyxosen
MArkKMx TkaHeun 1994

_‘_

s ME3OTESIMAJIBHBIE OMYXOJ/N
a OMYXOJI HEPBHOW TKAHU

m OMNYXOJIM NAPATAHT TIMOHAPHbBIX
CTPYKTYP

m HEKJIACCNOUNLIMPYEMBIE OI1YXOJIN




I.

BO3 Knaccudukauus onyx01'1ei71

Onyxonn >XMpOBON TKaAHM

Oo6pokayecTBeHHble

JInnoma

JInnoMaTo3

JlInnoMaTo3 HepBa
JlIunobnacroma/nunobnacromaTos
AHrnonunoma

Muonunoma

XOHApouaHas nMnoMa
DKCTpapeHasibHas aHrMoMmonunoMa
DKCTpa-Haanoye4yHNMKoBass MMoannoma
BepeTeHokneTo4Has/
[TneomopdHas nmnoma

[MbepHoMa




BapuaHTbl IMNOM
(CD34)




U TKAHUA

A4

Onyxonu >XMpoBo




Onyxosin >xMpoBOU TKaHMN

NMpoMeXXyToUHble

(nokanbHO arpeccuBHbI€e)

m  ATMNn4yHas nunoma/

BbICOKO-AMN(pdepeHUMPOBAHHAA TNMNO-
capkoMma

3510KauyeCTBEeHHble

m  [eanddepeHumpoBaHHas
fiMnocapkoma

m  MukcomagHas nunocapkoma

m  KpyrnoknetoyHasi iMNocapkoma
m [lneomopdHas nmnocapkoMa

s CMeWaHHbI TUN JIMMNOCAPKOMBbI
m Jlnnocapkoma, NOS




BapuaHThI
BbicokoandpepeHUMpPpoOBaHHOMN

JINMOCAapPKOMbl




ONeanddpepeHUMpOBaHHAA JIMNOCAapPKOMa
AeCMMUH U MUOIreHUH)




MukcomnaHas /Kpyr/sioksieTouHasa u

nieomMopdHas 1MnocapkomMa




BO3 Knaccudukaums onyxoneis

75 W\

MArKNX TkaHen 2002 ¢ &)

Munocumnbpobnacrnueckue
onyxonm

No6pokayecTBeHHbIe
HoaynapHbin hacummT
[ponudepupytowmm dacummTt
[MponndepaTnBHbIA MUO3UT
Occnbuumpyolwmn MMO3nT
dunbpo-KocTHas rncesao-
OMnyXxoJ/ib NasnbLEB
Nwemmnyeckmm dacunmnt
2nacropumbpoma
®unbpo3Hast raMapToMa MNaeHLIEB
Muodpnbpoma/mMnodpmnbpomaTos
dunbpomaTos Lwen

‘ljfdmﬁpoﬁnacmqecxue/ "

\\\I@’//

tOBEHMNbHbIN TManMHOBLIN
(pnbpomaTos

dubpoma cyxoXxmnus

[lecMonnacTnyeckas
pmnbpobnacroma

Muodpunbpobnacroma MaMMapHOro
TMNa

KanbumpuumpyroLascs
anoHeBpoTHyeckas hnbpoma

AHrnommodpunbpobnacroma
Kneto4yHas aHrmopmnbpoma
Nuchal-type ¢dunbpoma
dunbpoma NapaHepa

Kansunduuunpytowwasca ¢punbposHa
OnyXxosib

[MraHTOKIETOYHast aHr’MonbpomMe



HoaynsipHbin dacummur
(rnapkoMbiweyHbiM akTuH, CD10 n CD34)




NMponudepaTtuBHbIN PaCLLUUT, MUO3UT U
nuemMmuyeckumn dacummTt




f'MraHToknerouyHass combpobnacroma (CD34),
Ha3odapuHreasbHas aHrnodpubpoma,
¢dmnbpo3zHas ramapToMa MNageHLeB




KnetouHass aHrmnocpubpoma

R
o ,“\t \ A | 03 v °
KnerouHast aHrmnodpunbpoma



+

KnerouHast aHrmnocdubpoma

[lobpokayecTBeHHas ONyxosib

BcTpeyaeTcsa y XXeHWMWH 47neT, B
MSATKMX TKAHAX BYNbBbI, YaCcTO C
KNUHNYECKMM ANArHO30M KMCTa
bapTonMHEBOW Xene3bl, Un y
MY>XUMH B MAFKMX TKAHSX NaxoBOW
obnacTtu B Buge «aHrmommopmbpo-
6nacTonoobHOro Nnopa)keHus»,
NN B TKAHSIX 3abplOLLIMHHOIO
NPOCTPAHCTBA

MaKkpocKonnyecku: onyxosb 2,5-
14cM, XOpOoLUO OTrpaHuU4eHa, Ho
6e3 Kancyssl.

MUKPOCKOMMYECKM aTUMNYECKUE
MWUTO3bl M HEKPO3 OTCYTCTBYIOT.

Mapkepbl
CD34
[lecMUH
FNaAKOMbILWEYHbIN aKTUH
ER n PR

HeratuBHas peakuus

S 100 npoteunH, EMA n CK



KnerouHass aHrmnocpubpoma

+

OudbdepeHumanbHass AMArHOoCTUKa

NPOBOAUTCSA C BEPETEHOKIETOYHOWN TNMOMOMN,
«arpeccmBHON" aHMMMOMMKCOMOMN,
MMocpnbpobiacTtomMon, CoONMTapHOn
(hMOpPO3HOU OMYyX0JIbl0, MEPUHEBPOMOU,
pnbpoannTennanbHbiM CTPOMasbHbIM
NOJINMOM U BEPETEHOKIETOYHON
NIMNOCapKOMOU




BO3 Knaccudukauumsa onyxosen
MArkux TtkaHeu 2002 ¢ ! Y

‘ NMpoMeXXyTOUYHble

(nokanbHO arpeccuBHbIe)

NoBEpXHOCTHbIN (hMbpoMaTo3
(NanbMapHbIV / NNAHTaPHbIN)

[decmounaHoro tuna pmbpomaTtos
Jinnopnbpomatos

NMpoMeXXyTOUYHblIe
(peako meTtacrasupyrowjume)

ConutapHas p1ubpo3Hast onyxosb U
reMaHrunornepvunToMa (BKIoYas
JINNOMATO3HYIO reMaHrMonepuumnTomy)

BocnanutenbHast MMocpunbpobnac-
Tn4yeckast ornyxosb

/

Y
\'“&'LV

Muocbmnbpobnactnyeckas capkoma
HW3KOW CTEMNEHM 3/10Ka4YECTBEHHOCTU

MukcoBocnanuTeibHas
pnbpobnactnyeckast capkomMa

IOBeHUbHasa hnbpocapkoMa

3510KauyeCcTBeHHbIe

dunbpocapkoma B3pocsioro Tuna
Mukcopunbpocapkoma

ONOPOMUKCOMIHAA CApKOMa HU3KOW
CTEMNEHW 3/I0KAYECTBEHHOCTM

CKnepo3npyroLasacs anuTenmonaHas
pnbpocapkoma



NMnaHTapHbIN U NaJibMapHbINA
¢dmnbpomaTo3,
¢dmnbpomaTo3 fecMomMAHOro TUMA (B karennn)




ConutapHas ¢pnbpo3Hana onyxosib, reMaHrmonepmMuymToMma,
IMNOMaTO3Has reMaHrmonepuuynToMa,
BOCnasuTesibHaas Muodpubpobrnacrnueckas onyxoJsib

- (ALK 1 rnaaKoMbILIeYHbIW aKTUH)




A d

NPOMEXXYTOYHOMU U BbICOKOM

Mukcodpubpocapkoma

HU3KOM,

CTErneHM! 3J10Ka4eCTBEHHOCTMH




Muodpunbpobnacrnueckas capkomMma HU3KOMU
CTereHM 3J10Ka4YeCTBEeHHOCTU U
roBeHu/bHasa pmbpocapkoMa




MukcoBocnanuTesnbHas
¢dmnbpobnacrnueckas capkoma
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MukcoBocnanuTesnbHas
¢dmnbpobnacrnueckas capkoma/
BOCnasimTesibHasi MUKCOrmasimHOBas

41: Oonyxo’sb

B 1998 roay 3Ty onyxosb HE3aBMCMMO APYr OT Apyra
Onucann ABe rpynnbl NCCNEAOBATENEN: KaK
«BOCMAJITENBbHYO MUKCOraIMHOBYIO OMYyXO0Jib
ONCTalIbHbIX OTAE/I0B BEPXHUX KOHeLIHOCTeVI c Reed-
Sternberg - nogobHbiMu knetkamu" (Montgomery E.A. et
al.) 1 Kak «akpasibHy0 MUKCOBOCMa/INTESIbHYIO

dunbpobnactnyeckyto capkomy" (J.M. Meis-Kindblom &
L.G. Kindblom).

m Bctpeuaetca y M u X B Bo3pacte 40-55 net

m Jlokanusauus: n/K B BEPXHUX KOHEHHOCTAX WA B
FJ'IY6OKVIX oTAeNnax MArkKnx TKaHEN.

m B 20% cny4yaeB Habnogaetcs peunams, MTC peakn.

m MakpocKomnuyecku: onyxonb 3-4 cM, MHOIOy3/10Bas,
MNI0THAsA C BbIPaXXEHHbIMU MUKCOUAHBIMU N3MEHEHUSIMM.



MukcoBocnanuTenbHas
¢bmnbpobnacrnueckas capkoma/
BOCnaJsimTesibHass MUKCOrmasimHOBas

onyxoJjib

n uddepeHumnanbHbiii AMarHo3 Mapkepbl
NPOBOAMTCS C BOCMANUTENBHBIMU U C g CD 34
MH(EKLMOHHBIMU NPOLIECCAMM:
XPOHNYECKNM TEHOCMHOBUTOM, s CD 68
BOCMa/IMTENbHOM NMCEBAOOMNYXONbIO,  w Pegko CK
MWUKCOMOW C BOCMNaneHneM, o
nponndepaTUBHbLIM CIJaCLI,VIVITOM m [J1aAKOMbILWEYHbIN
Cpeaun 3N10Ka4YeCTBEHHbIX OMyXosemn dKTUH
ee cneayeT oTAnYaThb OT
MKCOPUNOPOCapKOMbI,

ni1eoMOp@HON JIMMOCAPKOMBI,

BOCMa/INTENbHOM qJMGpocapKOMbl HeratuBHas peakums

VN TUTaHTOK/IETOYHOM onyxosnu
cyxoxunusa. MeHee BEPOATHO MOXHO

cnyTaTb C IMMMOMON Unn S 100 npoTenH, EMA
/ A
NIMMOrpaHyIEMaTO30M. necMvH u HMB45



BapuaHTbl dMbpoCcapKoM: B3pOC/iIOro
TUna n ombpoMmUKCcocapKkoMa HU3KOMW

CTEerneHMU 3J10Ka4eCTBEHHOCTMHA




Cknepo3upyrollas anutenmongHas
¢dmnbpocapkomMa

Cknepo3upyrouian anutenuomaHaa pubpocapkoma



Cknepo3upyroLjasa anurenmongHas

¢dmnbpocapkomMa
-‘ Eggl,/Kaﬂ arpeccmsg(a)gl/olcly_/r%nb MapKepbl
o peunamBbl, 80% B N
NErknx, B KOCTSAX U B MATKUX = BCL2 (50%)
TKaHSIX = p53
s Bcrpevaercs y B3pocibix M u K = S 100 npotenH (30%)
(cp. Bo3pacT 43 T.) x EMA (50%)
m Jlokanusaums — B rnybokmnx m CK (10%)

oTAaenax HMXHnX KOHEYHOCTEWN
N Ta3d

0 II/ISIKDOCKOI'IVILIGCKVI: onyxo’sb 5-
CM, AosibyaTas, NA0THas C

06pa3oBaHueM KUCT U Mukcoua- = CD34, CD45, pecmuH,
HbIMM N3MEHEHWSIMK, C OYaramm rNTaAKOMbILUEYHbBIN aKTUH U
METanMaCTUYECKON KOCTM U HMBA45 aHTureH
XpsALa, KanbLyHaTaMm, C
BblpaXXEHHbIM MHC|3VIJ'IpraTMB-
HbIM POCTOM C AECTPYKLVEi
npunexatien KocTu

HeratvueHaga peakuug




Cknepo3upyrojan
anuTenmomaHaa ¢pmbpocapkoma

‘ OndbdbepeHUumMmanbHas AMATrHOCTUKA
CO 3/10Ka4eCTBEHHbIMN HOBOOOPA30BaHUSIMU:

NEPCTHEBUAHOK/IETOUYHBIM pakoM (0cobeHHo ¢ MTC
[10/1bKOBOr0O paka MOJIOYHON KENesbl),
cKepo3npyowen MmMMdomMon,
3NUTENNOMUAHOKNETOUHbBIM BAPUAHTOM CUHOBWASIbHOM
CapKOMbl, CBET/IOK/IETOYHON CapKOMOW,
3/I0KQ4YeCTBEHHOW OMYXOJIbIO U3 060/10U€EK
nepuepnyecknx HepBOB, MaparaHriMoMon u
9KCTPACKENETHOMN OCTEOCAPKOMOM

C A06poKayYeCTBEHHbIMM HOBOOOPA30BaHUSIMN:
rmasiMHMsnpytoLen nnexcmhopMHON TIEMOMUOMOMN,
$M6DO3HOM rMCTUOLIMTOMOMN 1 OCCUDULIMPYIOLLIEN

MO6pPOMNKCONAHON OMYyXOSblO.




BO3 Knaccudukauus onyxoneifl

MArkux TkaHeun 2002 ¢ '\,

I1I. ;1 aK Ha3biBaeMblie pubpo-
rMCTUOLMTapPHbIE ONMYyXOJ1N

Ho6pokauyecTBeHHble

m [ UraHToOKNeTOYHasd OnyXxoJib CyXOXWUJTUA

m  [Anddy3HbIM TUM TMraHTOKIETOYHOM
OMNyXonu

m [lobpokayvecTBeHHast pnbpo3Has
MMCTUOLIMTOMA INYBOKMX MATKUX TKAHEWN

NMpoMeXXyTOuHble
(peako MeTacrasupyrowume)

m [InekcndopMHas pubpornctmounTapHas
OMnyXoJib

] rVIFaHTOKJ'IeTO‘-IHaFI onyxoJjib MArkKnx
TKaHeu

/

\&\l@’/

‘

3/10KauYecTBeHHble

[MneomopdpHas ‘300 /
HeanddepeHUMpOoBaHHas
nneomMopdHast capkoma

[MraHTokneTo4Has ‘3Pl /
HeanddepeHLUMpOBaHHas
Nn1eoMop@Hasl capkoma C

MMrAHTCKUMU KNIETKaMM

BocnanuTtenbHbI BapuaHT
‘30" /HeanddepeHUMpoBaH-
Hasi NfeoMop@Has capkoMma C
Bblpa>X€HHbIM BOCMNANEHNEM



NobpokauyecTBeHHas
rMraHToOKJ1IeTOUHas onyxoJsib




3/10KavyecTBeHHass (oubpo3Han
rmctmounToma/HeanddpepeHUMpOBaHHaASA
CapKOMa BbICOKOMW CTENneHU 3/1I0Ka4eCTBEHHOCTH




BO3 Knaccudukauus onyxoneifl
MArkux TkaHeu 2002 v a. )*g,
IV. NhapKkoMbiLleYHble ONnyXoJin
[obpokauyecTBeHHblIe
s AHrMonemoMmoma

\\\J/A/
= JlenoMmnomMa rnybokmx MArknx TKaHem
m [eHuTanbHas nemoMmomMa

3/10KaYeCTBEHHbIe
= JlevoMmocapkoMa (UCKIoHas KOXY)



JlevoMmmomMa

(rnapKoMbILLIEYHbIA aKTUH)
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JlenoMmnocapkoma

(rnagKoMbILIEYHbIA AKTUH)
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BO3 Knaccudukaums onyxoneis

MAIrKnMX TKaHei 2002 ¢
‘ V. NepuunTtapHbie

(nepmuBacKynsipHbie) onyxosnu

N o6bpokauyecTBeHHble

m [ NlOMycHasa onyxonb
s MuonepuunToma

3/10KauYeCTBeHHbIe

= 3/10KayecTBeHHas rMoMyCHast OnyxoJsib
m 3/10KayecTBEHHass MMOMNEpPULIMTOMA



[lepuyuunTapHbie
(nepuBacKysisipHbie) Oonyxosau




BO3 Knaccudukaums onyxoneis

MArKMX TKaHei 2002 {5

3. |

‘ =

VI. Onyxonu cKkeneTHbIX MbILlL

z
5
\S

JobpokauyecTBeHHble

s Pabpommnoma ( B3pocnoro, petanbHOro U reHNTasbHOro TUMNoB)

3/10KaYeCTBeHHbIe

s OMOpuMoOHanbHaa pabaomMmocapkoma (BepeTeHoK/1IeToYHas,
6oTponaHas, aHarniacTuyeckas)

m  AnbBeosnspHas pabaomuocapkoma (ConunaHasl, aHarnacTnyeckas)
m [1neoMopdHas pabagoMmnocapkoma
Cknepo3upytoluas pabaoMmocapkomMa



PabaooMmuoma B3pocnas, pertanbHan
U reHMTa’sibHas
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OMb6puoHanbHas, BepeTeHOK/IeTOYHas U

(aecMMH U MUOreHuH)

aJibBeosisipHasa pabgomuocapkoma




AnbBeonsipHan

pabaoMmunocapkomMma

(neCMMH M MUOF€HMH)
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NneomopdHasa U ckepo3upyroLlas
pabgomMmmnocapkoma

(A€CMUH U MUOreHH!H)




BO3 Knaccudukaums onyxoneis

MArkux TkaHem 2002 ¢

Vﬁl. Cocyaucrbie onyxosiu

[N o6bpokayecTBeHHble

[eMaHrmoma FIOLI,KO)KHaFIj
rMyBoKNX MArKUX TKAHEW:

KanunnspHas, KaBepHO3Has,
apTEpPUOBEHO3Has!, BEHO3Has,
BHYTPUMBbILLIEYHAS,
CMHOBMANbHas

InuTenmonaHas reMaHrmoma
AHrMoMaTo3
JlInMdaHrnoma

NMpoMeXXyTOuYHblIe
(nokanbHO arpeccuBHbIe)

KanowwunnonobHasa reMaHrno-
SHAOTENMOMA

v 75

e

NMpoMeXXyTOoUYHblIe
(peako MertacrasupyroLwjue)

PeTudopMHasi reMaHrmo-
3HAOTENMOMA

ManunnspHas nHTpanumdpaTn-
yeckasl aHrMo3HAOTENMOMA

CnoXxHas reMaHrmosHgoTennomMa
Capkoma Kanotiuun

3/10Ka4yeCTBEeHHbIe

nutenmonaHas reMaHrmo-
SHAOTEINOMA

AHMMOCapKoMa MSIrKUX TKaHeN



[ o6bpokayecTBeHHbIE€ COCYAUCTbIE ONYXOJIN:
KanunnspHasi, KaBepHO3Hasl, BHyTPpUMbILLEeYHas,
anuTenuMonaHass reMmaHrmomMmol U 1MmMcdaHrmoma

n—,", ‘.'




[poMeXXyTOUYHble COCYaAUCTbIE ONYXOJIM:
KanowunogobHaa reMaHrmo-aHAoTeNMomMa, petudopmMHas
reMaHrmo3HAaoTeNnMomMa, nanuansapHas nHTpanmmdaTun-
ecKkasi aHrmosHgorTesimoMa U capkoMma Kanowm
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3N10KayecTBeHHblIe COCYyAUCTbIe ONnyXoJin




XpsilieBbleé U KOCTHbIe
onyxosnm



BO3 Knaccudukauus onyxoneifl
MArkux TkaHem 2002 ¢ ‘\v

\\\ |
VIII. XpsiieBble U KOCTHbIe OnyXo/un

N o6bpokauyecTBeHHble
m XOHAPOMa MArKNX TKAHEW

310KaYecTBEeHHbIe
m Me3eHxnManbHaga XOHAPOCapKoOMa

m DKCTpacKesieTHas 0CTeocapKkoMa



b4

XOoHApPOMaA MAINKUX TKaHe




DKCTpacCKesieTHasA XOHAPOoCapKoOMa
N OCTEeOCapKOMa MSArKux TKaHemn




Onyxonn ¢ HesICHOW
KNEeTOYHOU AnddepPEHLIMPOBKOU



BO3 Knaccndukaums onyxoneu

MSIFKMX TKaHel 2002 ¢
N

N ¥
*'\

/~*
IX. tnyxonu C HEesICHOM KneTouHo AaudcdhepeHLNPOBKON

Oob6pokauecTBeHHbIE NMpoMeXXyTouHble
(peaxko meTacrasupyrowue)

[ | Me)KMbILIJeLIHaFI MNKCOMAa (BKI”‘OLIaﬂ - AHFMOMaTOMﬂHaﬂ ¢M6pO3Haﬂ

ee KJIeTOYHbIN BapuaHT) FMCTMOLMTOMA

m OKCTa-apTuKynsgpHas MMKCOMa s  OccudmumpytoLas

m «ArpeccuMBHas» aHrMOMUKCOMA pnbpoMmKcomaHas ornyxosb
rNyboKMX MArKUX TKaHeu (BKtOYast aTunnyeckyto/

= [neomopdHas rmanuHu3mMpyoLLas 3/10Ka4YeCTBEHHY!0)
AHIMO3KTATUYECKAsA OMNyX0Jib s CMewaHHasa onyxons/

m DKTOnu4yeckas raMapToMaToO3Has MM1O3NUTENNOMa/Napaxopaoma

TUMOMA



Mukcoma




KineTouHass MUKCOMaA MAINKux

LL Gl (4

KnertoyHass MUKCOMa



KinetTouHass MUKCOMaA

= [lo6poKayecTBeHHas OnyXosb MapKEpbl

m BcTpevaetca y )K>M B
Bo3|l:3)aCTe 52 leeT = CD34 (50%)

- J'IOKaJ'IVI3aLI,VIFI: rny6OKV|e | PeﬂKO FJ'I&],EI,KOMbILLIG‘-IHbIVI
MSArkue TKkaHu aroavu, 6epep u dKTUH
BEPXHUX KOHeYHocTen Ao 10 cm

m  MaKpOCKOMMYEeCKU: gosibyatas
OMyX0/b CO CIN3EBUAHBIMY HeraTvBHas peakuus

N3MEHEHNAMY m S 100 npoTenH, oecMuH




KnetouHass MUKCOMa

+

OndbdbepeHumanbHaas AMArHOoCTMUKaA

CO 3/10Ka4yeCcTBEHHbIMM HOBOOOPa30BaHUSIMU:
MUKCOMDNOPOCaPKOMON HU3KOU CTEMEHM
3/10Ka4Y€CTBEHHOCTU, HN3KOW CTEMNEHU
3/10Ka4e€CTBEHHOCTM OMyXOnbio U3 0b6ono4yek
nepndepnyecknx HepBoB, p1bpPoOMNKCONAHON
CapKOMOMW HMU3KOW CTEMEHN 3/I0Ka4eCTBEHHOCTU U
MUKCOWAHOW TMNOCapKOMOWN;

C 106bpoKayecTBEHHbIMU HOBOOOPA30BaHUSMW:
MUKCOUAHOW NEePUHEBPOMON, MUKCOMAHOM
HenpodnbpoMon 1 tOKCTa-apTUKYISIPHOM
MMUKCOMOW.




[loBepXHOCTHAA aKpaJsibHas
¢dnbpoMukcomMa MArkMx TKaHeu

i7 ». & ) ‘ ; - “h

oaepxuocn-la;l aKpaanaﬂ'clmﬁpOMMKcoma




[loBepXHOCTHAA aKpaJibHasA
¢dbmnbpoMmukcoma

Brepsbie 37 HabnoaeHnn atux onyxonen B 2001r.
onuncan Fetsch et al.

[obpokayecTBeHHas Onyxosib
Jlokanun3aums: AncTasibHble OTAENbl KOHEYHOCTEN

KnnMHMyeckn nposiBNsieTcs 6ecCMMnTOMHO,
peLnanBbl peaku

MaKpOCKONUYECKN: XOPOLLO O4EPUEHHDIN
cepoBaTo-6enbiit y3enok, 1-2cM B AnaMeTpe

OnddepeHumanbHas AMarHoCTUKa NpoBoaMTCS C
MMKcodrbpocapkoMon, hnmbpoMMKconaHOM
CapKOMOW HMU3KOW CTEMNEHMU 3/10KaYE€CTBEHHOCTH,
OnyXxoJsiblo U3 060/104€eK NepuhepnyecKkmnx HepBOB
aKpasibHoM MMKCOBOCMATEbHON
chnbpobnacTnueckon CapkoMon N MUKCOUAHbLIM
Bap1aHTOM BbibyxatoLlen AepMaTocnbpocapKoMbl.
Cpean o6poKaveCcTBEHHBIX OMNyXosnen cnegyer
OTNINYaTb MUKCONAHbBIA BapnaHT (nubpo3Hou

MCTUOLINTOMDbI, KOXXKHYHO MUKCOMY, NMOBEPXHOCTHYIO

AHIMMOMUKCOMY, CK/IEPO3UPYIOLLYIO NEPUHEBPOMY U
NOBEPXHOCTHYIO aKpanbHy (GnUbpoMmnKcomy.

Mapkepbl

m CD 34
m CD99
m EMA

HeraTrnBHasa peakums

MblweyHble Mapkepsl, CK,
S 100 npoTeunH



CMellnaHHaA onyxoJsib MArKux
TKaHen
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CMmelwnaHHan onyxoJjib MArkKux TKaHeVI/ noanuTesiInoMa



CMellaHHasA onyxoJib MArKnxX
TKaHeu/Muo3anutenuoma/napaxopaoma

i! iOTeHLl,l/IaJ'IbHO eLunanBupytoLLas
(42%) MeTaCT%3mpyrou.tap;|/ (32%) Mapkeps!
OnyXorb BMMeHTWH

s Jlokanusaums: n/K aAnucTanbHbIX -
OTAENOB BEPXHUX U HIKHUX = DOMA, Pan ker AE1/AE3
KOHEYHOCTEMN m /JIECMVH, INaaKOMbi-

m Bospact 35-45 net LUEYHBIE MapKEpPb

s M>X m S 100 npotenH, GFAP

MaKpPOCKOMMUYECKN: XOPOLLO OYepYEH-
HOe A0/1b4aToe HOBOObpa3oBaHme
<5cm

= [IndbdepeHumanbHas AMarHOCTUKA
NPOBOAMTCS C XOHAPONAHOM
CMPUHIOMON, SKCTPACKENETHON
XOHAPOCapKOMOK, KapLIMHOMOW,
MenaHoOMOW, MapaxopAoMoun,
XOHAPOWAHOW JIUMOMOM,
OCCUULINPYIOLLEN C|'.)VI6|I)OMVIKCOVILI,HOVI
OnvXosblo



+

BO3 Knaccudukauums onyxone

MArkux TkaHeum 2002 ¢

3/10KaYeCTBeHHbIe

CnHoBManbHaga capkoMa
InuTennonaHas capkoMa
AnbBeongapHasa capkoMa
CBeTNoKNeTo4YHada capkoma

DKCTpackeneTHas
MUKCOMaHas XOHApPOCapKoMa

(«xoHApOUAHBLIN" TUMN)

[MH3T/ aKcTpackeneTHas
onyxosib KOnHra

SKCTpacKeneTHas onyxosb
KOuHra

[lecMonnacTnyeckas
MEJIKOKPYIr/10K/IeTOYHas
onyxosb

DKCTpa-peHanbHas pabaonaHas
OnyxoJb

3n0Ka4yeCcTBeHHas
3KTOME3eHXMMOMa

Onyxosn ¢ NepmBacKynspHOW
3MUTENNOUAHOKIETOYHOW
andpdepeHumposkon (PEComa):
CBET/IOK/IETOYHAS
MMOMeENAHOLUMTAPHas OnyxoJsib

CapKkoMa MHTUMbI COCYAOB



3/10KavYeCTBEHHbIE OrNyX0/iM C HESICHON KJIETOYHOMN

anddepeHLMPOBKOMN: cMHOBMaNnbHasi CapKoMa,
3NUTENNONAHAas CapKkoMa, aJibBeosiIsipHasi CapKoMa




OnyxoJin C nepmBacKyJISpHOMN
3MUTESIMONAHOKJIETOYHON
andpdpeperHumnposkon (PEComa

CBETJ1IOKJ/1IETOYHAA

JinmpaHrmommoMartos
MMOMeNaHoUMTapHas onyxoJsib



OnyxoJin C nepmBacKyJISpHOMN
3NMUTEJIMOMAHOKJ/IETOUHOM

AHrmomuonuvunoma
HMB-45 aHTUreH



OnyxoJin C nepmBacKyJISpHOMN
3NMUTEJIMOMAHOKJ/IETOUHOM

+ andpdpeperHumnposkon (PEComa)

OnddepeHuvanbHaa AMarHOCTUKa

NPOBOAUTCSA C MENaHOMOW, CBET/IOKIETOYHOM
CapKOMOW, rMaAKOMbILLEYHbIMU
HOBOOOpPa30BaHNAMM, KapLIMHOMOW,
pabaoMMOCapKOMON, MUOSMUTENTMOMOMN,
BEPETEHOK/IETOYHOW SIMMOMON U a/IbBEONSIPHOM

CapKOMOW MArKMX TKaHeMN.




Me30oTesimaJibHble
OonyXxoJin



BapuaHTbl Me30TeJinasZibHbIX

onyxoineu
[106poKa4yeCcTBEHHbIE 3510Ka4yecTBeHHbIe
s AleHoMaTouaHa4 m [Andpdy3Has
OnyxoJsb anuTennounaHas
s MynbTUKUCTO3HaA m CapkoMaTonaHas
NEPUTOHEAJIbHAA m [/lecMonsiacTnyeckas

m Bbicokoan@ppepeHunpo u BuchazHas
BaHHaa nanunnsgpHas



AgeHoMaToMaHasa onyxoJsib




MyYNbTUKUCTO3HAA NepuToHeasibHaA
ME30TEJ/INOMa




BbicokoandpepeHUMpoBaHHas
nanunaspHas Mme3ortesimoMa




3nokKkayecrBeHHas anddy3Has
MlesoTenuoma, 3MUTESIMONAHDbIA TUN




3J10KkayecTBeHHAss Ou(pa3HadA
Me30TeJIHOMA
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[lecMonJiacTuyeckKkas wm
capkoMaTomgHass Me30TeJZiMmoMa




Oonyxonwm
nepudepnyecKkmx HepBoB



Onyxonu nepudepnyeckmx
HepBOB

[1obpoKkayecTBEHHblIE  310KAYECTBEHHbIE
m 3/10Ka4yecTBeHHas

= Helpocpnbpoma ornyxosb 13 06004eK
= LlIBaHHOMa nepuhepnyecKmx
HepBOB
m [lepnHeBpomMa
3 m 3/10Ka4yecTBeHHas
m 3epPHUCTOK/IeTO4Has T
OnyxoJ/ib
m 3/10KaYyeCTBeHHas
3€pPHUCTOK/1IETOYHAS

OMnyXoJ1b



TpaBMaTHyecKkass HeBpoMa

s O6pa3oBbIBAETCH Ha
KOHLIe HepBa

m PesynbTaTr
NMOCTTpaBMaTUYECKOM
rmneppereHepaumm
rapEs S N e

m bone3HeHHbIN y3en

s CocTouT n3
MUENTNHOBbIX
HepBHbIX BOJSIOKOHEL




HeBpoMa TaKTUJIbHbIX
OKOHUYaHUN




Henpodpunbpoma
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NMnekcudopmHasa Henpodpubpoma

= VIHKancynmpoBaHHas
OMyXO0Jib,
pacrnonaraeTcs BAOSb
MEeJIKUX HEPBHbIX
CTOJIOB, OTAE/IEHHbIE
OT HEpPBa TOHKOW
Kancynou, NcxoasiLen
N3 NepuHeBpUs
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NnekcndopMHan WBaHHOMaA




MenaHoTU4Yeckasa WwBaHHOMa




llepyHeBpOMa




3epHUCTOKJIeTOYHaNA
OnyxoJib
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3/10KavyecTBeHHas onyxosib u3
o6onouyek nepudepmnyeckmx HepBoB
(MPNST)




3/10KavyecTBeHHas onyxosib u3
06o0510uek nepudepnyecKnx HepBoB
(MPNST)




HenpodbunbpomaTtos

_i!_Hel‘/’lpoqam6p0MaTo3 npeacTtaBnsieT cobon  reHeTUYEecKu
reTeporeHHyto rpynny HacneaACTBEHHbIX MOHOIEHHbIX
3a60/1eBaHMM KaK YCTAHOBMEHHOW, TaK M A0 KOHLA HESICHOW
aTnonornn. 3aboneBaHune O6bINI0 BriepBble OnMcaHo Ppuapuxom
[aHvenem PeknnHray3eHom eule B 1882 r., KOTOpbI BBEN TEPMUH
«Henpodumbpoma» and  ob603HaveHuss  AOOPOKAYECTBEHHbIX
onyxonen nepudepruyecknx HEpBHbIX CTBOJIOB M BblAENSAN MO
KITMHNYECKMM O0COBEHHOCTAM nepudepruyeckui M LIEHTPANbHbIN
BapuaHTbl, KOTOpble Mocne OTKPbITUS COOTBETCTBYIOLMX MEHOB B
Hayane 1990-x . ABNAOTCSA CaMOCTOSATE/TbHbIMU
HO30Morn4yeckumMm  dopMamMmn - Herpodubpomatozom TN 1
HenpodunbpomaTto3oM Tun 2. AuarHoctmyeckme kputepum HO1 m
H®2 cohopmynupoBanbl B 1987 r. Ha KoHdepeHUnH
HaumoHanbHoro nHctutyta 3g0posbsa CLUA (NIH). HegaBHO Obin
OonucaH  TPeETMM  TMN  HenpopmbpomaTo3a,  Ha3BaAHHbIN
LLIBAHHOMATO30M.



HenpocdmnbpomaTtos tvn 1

[ToCTaHOBKa AWarHo3a y B3pOC/biX U OONbLUMHCTBA AETEN

Tapwe 8-neTHero BO3pacTa OCYLUECTBASIETCA COrlacHo

,{S

NMPUHATBIM ANATrHOCTUHECKUM KPUTEPUSM.

>6 ndTeH «Kode C MosiokoM» amametpoM >0,5 cM Ao
nybeptata u > 1 ,5 cmM y B3pocnbix;

>2 KOXHble U/UNN NOoAKOXHble HenpodnbpomMbl unm 1
nnekcmdopMHas Henpodunbpoma;

BECHYW4YAaTOCTb B NOAMbIWLEYYHbIX VI/VIJ'IM MaXoBbiX
obnactsx;

FIMOMa 3pUTENBHOIO HEpPBaA

>2 y3enkoB Jlnwa (raMapToMbl Ppagy»XXKu);

KOCTHble  CMMMTOMbl  (MCTOHYEHME  HAAKOCTHUUbLI  AJIMHHbIX
TpybuaTblX KOCTEW, MCEBAOAPTPO3 WM  AUCMIA3US  KPbI/IbEB
KNIMHOBUAHOW KOCTW);

® POJICTBEHHUK 1-1 CTEMEHM pOACTBA C YCTAaHOBMEHHbIM AMArHO30M
NF1



Heunpocdmnbpomartos tun 1

l MaTHa «Kode ¢ MOIOKOM>» BecHyLW4YaToCTb B NMOAMbILLEYHbIX 06/1aCTSX

Y3enku Jinwa KOo)XHble N NOAKOXHbIE HEMPODUOPOMBI



T

HenpodpunbpomaTtos tun 2

[dnarHoctnyeckne kputepmn NF2:
[BYCTOPOHHSAS WWBaHHOMa cniyxoBoro Hepea (CH);

DOACTBEHHMK |-M  cTeneHn C  YCTQHOB/EHHbIM
anarHosoM NF2 n ogHocTopoHHAS wBaHHOMa CH mnu
[BE TaKme Ornyxosan, Kak MEHMHIMOMa, Henpodpnbpoma,
rMMoMa, LWBaHHOMA WM 3adHee cybkancynspHoe
NOMYTHEHME XPYyCTa/nKa;

OJHOCTOPOHHSAS WBaHHOMa CH n aBe onyxonu, Kak
MEHMHIMOMaA, Henpodunbpoma, rnmoma, LWBaHHOMA, UK
3aHee cybKkancynspHoe NMOMyTHEHNE XpYCTannKa;

MHOXXECTBEHHbIE MEHWHIMOMbI, OAHOCTOPOHHSS
wBaHHOMa CH nnu aBe Takune, Kak Hempodubpoma,
rMMoMa, LUBAHHOMA, WX 3aaHee cybkancynsipHoe no-
MYTHEHWE XpYyCTanuKa.



LLiBAaHHOMATO3

m llIBaHHOMaTO3 - HeOaBHO pacno3HaHHas TpeTbsa  dopMa

HenmpodunbpomMaTo3a, 4YeTko oTnudarowasaca ot NF2. MNMaumeHTbl co
LLIBGHHOMATO30M NMeroT MHOXXECTBEHHbIe LLIBAHHOMB
NPeENMYLLIECTBEHHO CMNUHANbHbLIX U nepudepruvyecknx HepBOB MNpu
OTCYTCTBMM  LUBAHHOM  CNyXxoBoro Hepsa. Onyxonn  npu
LLUIBAHHOMATO3€e B OO/MbLUEN CTEMEHM XapaKTepu3ytoTca 6onsamMn, Yyem
HapylleHneM @YyHKUMKN, KoTopast Haubornee TunnyHa aAns NF2
nauneHToB. YcrtaHoBneHo, 4Yto 2,4-5% Bcex NauWeHTOoB,
HY>XAQOLWNXCA B YyAa/lleHUU LWBAHHOMbI, ABNAIOTCA MauMeHTaMu C
3TUM 3aboneBaHMeM, M3 KOTOPbIX TPETb MMEET aHATOMUYECKU
NTOKaNM30BaHHOE NnopakeHue. lLIBaHHOMATO3  Hacnepyetcs
ayTOCOMHO-AOMMHAHTHO, OAHAKO YacTOoTa CEMEWHbIX ClyYaes
HEOXXMAAHHO HW3Kas. DMNUPUYECKMA PUCK MOBTOPHOrO C/iyvast B
ceMbe MeHee 4yeM 15%, oAHaAKO ecnm nauueHT CaM SBNSEeTCa He
€MHCTBEHHbIM MOPaXEHHbIM B CeMbe (CEMENHbIN CNy4Yan), TO pUCK
noBbiwaeTca Ao 50%.



LLiBaHHOMATO3
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CteneHb neyebHoro
naToMop@o3a



CreneHsp J1eueOHOro naromopdosa
MATKHUX TKaHen

Onyxorsb

100%

Davip R. Lucas,” MavLT P. KsHIRSAGAR,” J. SYBIL BIERMANK, MERLIN R. HAMRE,"



I'ncrosiornueckoe uccjaegoBaHue

OIIyXOJIM MATKHUX TKAHEU IOCIIE
HEO0abIOBAHTHON XUMUOTEPAIINU

I'ucrosiornueckoe 3akJjarouyeHue:
YTO He0OXOAMMO YKa3aTh B OTBETE

B MAKPOCKOIIMYECCKOM OIITMCAHMNHM OTMETHUTD:
IPAHUIIBI OITYXOJHW MATKUX TKAHEU, pa3MePbl, HAJTMUYHE
IICEBJOKAIICYJIbl, HAJIMYHE 0YaroB HEKPO3a, KPOBOUBJIUAHUU U
caTeJIJINTOB, MPpOPacTaHue APYTrUuX TKaHeW, PACCTOsTHUE OT KPaeB
npenapara.









MuUKpOCKOIHYECKOe UCCIeI0BaHUE

OIIYXOJIN MAT'KHUX TKaHEeU I10CJIE
HeOa,Z['I)IOBaHTHOfI XUMHNOTEPAIINN

['crosiornuyeckoe 3aKJIr0YeHUe:
YTO HEOOXOAUMO YKa3aTh B OTBETE

B MUKpPOCKONINYECKOM OIMMCAHUU OTMETUTD

1. Hannune pe3uayaabHON YaCTH OMyXOJIU MATKUX TKaHEU:

* B BU/I€ CKOIJIEHUU KJIETOK, O4aroB U Y3JI0B, COCTOAIIMNX U3
OITYXOJIEBBIX KJIETOK C TUCTOJIOTUYECKUMU XapaKTEPUCTUKAMMU JJIs
KaK/IOT'0 THUIIA OITyXOJIH;

* KOJI-BO MUTO3OB,;

e HaJINYMeE IICEBAOKAIICYJIbI, €€ IIPOPACTaHUE U IIPOPACTaHUE JIPYTUX
TKaHeH;

* HaJIN4Ue OMyXO0JIEBBIX HMOOJIOB B IIPOCBETAX COCY/IOB;

* HaJINYUe CaTeJUIUTOB B OKPYKAIOIINX TKAHAX

% WU pa3zMephl pe3UIyaJTbHON YACTU OIIYXOJIH;



MUKpPOCKOIINYECKOE UCCIIeIOBAHME

OIIyXOJIM MATKUX TKaHEU MOCJIE
HE0ATbIOBAHTHON XMMUOTEDAIINU

I'ucrosiornueckoe 3akJjarouyeHue:
YTO HEOOXOIMMO yKa3aTh B OTBETE

2. MopdoJsiornueckrie MpU3HAKN PETPECUHN OIYXOJHU MATKUX TKAHEH :

e ucTpodUUECKHe 1 HEKPOOHMOTUYECKHE NU3MEHEHHS OITYX0JIU, OSBIEHUSA
TUTAaHTCKUX KJIETOK C HapyIIeHUeM JieJIEHHsI, COCY/IUCThIE PaCCTPOMCTBA,
rubesb KJIEeTOK OIyX0JIH ¢ 00pa3oBaHMEM 0YaroB HEKPO3a, TUMMOUTHON
nHGWIbTPALH, GOPMUPOBaHIE TPaHYyJIEM HHOPOIHBIX TEJI PacCaChIBAHMSI,
OTJIOXKEHUS TeMOCHIepHUHA, KCAHTOMHBIX KJIETOK, Iojied pudposa u
puOPOMUKCOUTHON CTPOMBI.

* % WJIN pa3Mephbl PerpecCHPOBAaHHOU YaCTU OITYXOJIH.

3axsroueHue. CteneHb ieueOHOTO NaToMopd03a OIMyX0JIN MATKUX TKaHEM.



