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BBenenne

Capkoma (J1aT. Sarcoma; ot Ap.-rped. olpé — «IUIOTh», «KMSICO» + JIaT. oma
— «OITyXOJIb») — TPyIIa 3J0KAYECTBEHHBIX OMYXOJEH, MPOU3BOJAHbIE AKTUBHO
JEIAIICNCs, TaK HA3bIBAEMOW «HE3PENIO» COEAWHUTEIbHOW TKAaHU — KOCTHOM,
XPSIIIEBOM, MBIIMICYHOW, JKUPOBOH, CTEHOK KPOBEHOCHBIX U JHUM(aTHIECKUX
cocyzoB. OCHOBHOE OTJIMYME CAPKOM OT pakKa «BOOOIIE» COCTOUT B TOM, UTO PaKk
MPOUCXOJUT U3 SIUTEIUANIBHBIX KJIETOK, BBICTHJIAIOIIMX BHYTPEHHUE MOJIOCTH
OpraHoB, JIN0O U3 MMOKPOBHOTO AMUTEIINS, & CAPKOMBI HE IPUBS3AHBI K KAKUM-TTM00
OpraHam.

Nmeer Ha pa3pese po3oBaTo-Oeiblii I[BET, HAIOMUHAIOUIUN pPHIOBE MSICO.
Capkome mpucymu  4YepThl, CBOWCTBEHHBIE W  PAKOBBIM  OIYXOJIAM:
UHOUIBTPUPYIOLIUNA POCT C pa3pylIeHUEM COCEAHMX TKaHEW, pelMJIMBBI TOCIe
yIaJieHus, paHHee 00pa30BaHUE METACTa30B C PACIPOCTPAHEHUEM UX B JIETKHE (TIpU
CapKOME KOHEYHOCTEW, TOJIOBbI, IIE€H, TYJOBHINA) W I€4YeHb (IIPU CapKOME
OpIOIITHOI TOJIOCTH).

XapakTepusyrTcsl IPOTPECCUBHBIM, HHOTAA B3PBIBHBIM, U B OOLIEM Cllydae
0osee OBICTPBIM, YEM Y KJIACCUYECKOTO paka pOCTOM OITyXOJI, OCOOEHHO y JETeM,
YTO 00BSICHSIETCS 00JI€€ AKTUBHBIM POCTOM COEIMHUTEIBHBIX U MBIILICUHBIX TKaHEH
B JIETCKOM BO3pacTe, a TAKXKE YaCThIMH PELMJIMBAMHU. 3aHUMAIOT BTOPOE MECTO
MIOCJIE paKa CPeIx 3JI0KaU€CTBEHHBIX 3a00JIEBAHMI 110 YHCITY JIETAJIbHBIX UCXOJI0B.

CapKOMbI, MPpOUCXOasAIIME U3 TBepIIOﬁ TKAaHHU

Ocreocapkoma

OcTreocapkOMOW HA3bIBAIOT 3JIOKAYECTBEHHYIO ME3EHXUMAJBHYIO OITyXOJIb,
KJIIETKM KOTOPOM NPOAYLUPYIOT KOCTHBIM MaTpukc. OcreocapkomMa — camas
pacnpocTpaHeHHas 3J10KaueCTBEHHasl IEepBUYHAs OIyXOJb Koctei (0e3 yuera
MUEIIOMbI U JUM(pOMBI), coctaBistomas ~ 20% oOiiero 4uciia MePBUYHBIX
3JI0KaYECTBEHHBIX OMyxoJiel KocTed. OcTeocapkoMa MOXKET Pa3BUTHCA B JIFOOOM
BO3pacTe, HO BBIJIEIAIOT 2 TuKa 3a0osieBaeMocTh: oauH — 10 20 net (75%), apyrou
IPUXOJIUTCS HA B3pPOCIBIX MAllMEHTOB, CTpajarolux Oose3Hbio Ilemxkxera kocrei
WJIU JIy4eBbIMU capkoMaMu. COOTHOIIIEHUE MYKYHUH U *KeHIIMH — 1,6 : 1. Omyxoib
OOBIYHO JIOKAJTU3YEeTCsl B MeTapu3e NIIMHHBIX TpyOUaThix Koctel, B 50% ciyyaeB —
B 00JacTU KOJICHHOTO CyCTaBa, OJHAKO IO CTAaTUCTHKE Y JUI[ cTapiie 25 et
IJIOCKUE U TPpyOUaThie KOCTH BOBJICKAIOTCS C PABHOM YaCTOTOM.

ITarorenes. Okoiio 70% ocTeocapkoM acCOIMUPYIOTCS ¢ HeCTTeM(UISCKUMHU
FEHETUYECKUMU  HApyLICHUSIMH, HalpUMEp MW3MEHEHUEM IUIOMAHOCTH U
XpPOMOCOMHBIMH abeppanusiMi. MeXaHnu3M pa3BUTH OCTEOCAPKOMBI HEU3BECTEH,
OJIHAKO YCTAHOBJICHO, YTO BAXKHYIO POJIb UIPAIOT MyTallMU JBYX I'€HOB: reHa RB,
peryisiTopa KIETOYHOrO LMKJIA; TeHa P53, MNpPOAYKT SKCIPECCHH KOTOPOTO
perynmupyer penaparuio JIHK u HexoTopbie acnekTel MeTabonuszma. I[lpu
3apO/BIIIEBBIX MyTaluax reHa RB puck pa3BUTHS OCTEOCApKOMBbI BO3pacTaeT B
1000 pa3. Ilauuentsl ¢ cuHapoMoM JIu-OpaymMeHu Npu 3apOABIINIEBONM MyTaluu
reHa p53 TakkKe UMEIOT BBICOKMUA PHUCK Pa3BUTUSA OcCTeocapkoMbl. [lpu
octeocapkoMme BhISBISIIOTCS U HapymieHus rena INK4a, koropsiii kogupyer plé
(perynsitop knerouHoro uukina) u pl4 (perymsitop p53). YUacroe pazButue
OCTEOCAPKOMBI B 30HE AaKTHMBHOIO POCTa KOCTH, BO3MOXHO, OOBSICHIETCS



MYTaHTHBIMH H3MEHEHHUSIMU OCTE00JIaCTOB, KOTOPHIE MPUOOPETAIOT OITyXOJIEeBbIC
CBONCTBA.

Mopddoaorusa. OcteocapkoMbl TPYIIHUPYIOT O:

* JIOKaJU3aluK (MHTpaMeAyJUISIpHAs, NHTPAKOPTHKAIbHAs, IOBEPXHOCTHA);

* creneHu nudepeHIupoBKH (BHICOKO- M HU3KOAU(DPepeHITupOBaHHBIC);

* MyJIbTULIEHTPUYHOCTH (CHHXPOHHAs, METaXpOHHAas);

* MEPBUYHOMY MOPAKEHUIO KOCTH (IOAJIeXkaniasi KOCTh WHTAaKTHA) WJIU
BTOPUYHOMY TOPAKEHUIO KOCTH (IIpM HaJIMYMM B aHAMHE3€ YKa3aHUM Ha
CYLIECTBYIOIIEE T0OpOKaueCTBEHHOE HOBOOOpa3oBaHue, 0osie3Hb [lemxera kocTe,
HEKpPO3 KOCTH, 00JIydeHHE);

. TMCTOJIOTMYECKUM XapaKTepUCTHKAM (ocTeobnactuyeckas,
XOHAPOOIaCTHUECKAs, ¢pubpodIacTrueckas, TEJIEaHT UIKTATUUECKas,
MEJKOKJIETOYHAsl, TUTAaHTOKJIETOYHAs ).

Yaie Bcero ocreocapkomMa pa3BUBaeTCs B MeTadu3e JIMHHBIX TPyOUaThIX
KOCTe W  sBIAETCA  MEPBUYHOW, 000COONEHHOW, HHTpaMenyJUIsipHOH,
HU3KOAU(PHEpPEHIIUPOBAHHOM.

Maxpockonuuecku  OCTEOCApKOMBI ~ MPEACTABISIIOT  COOOM  KPYIHBIE
3€pHHUCTBIE HOBOOOPA30BaHUs CEPOBATO-OEIIOrO 1[BETA, C OYaraMu KpPOBOU3IUSHUN
U KHCTO3HOU JereHepauuu (puc. 1). Hacto omyxosb pa3pymiaer KOPTUKAIbHBIN
cioil  koctd, (OopMHPYS ~ MATKOTKAHHBIM  KOMIIOHEHT, HWHQUIBTPUPYET
KOCTHOMO3IOBOM KaHajl, 3aMeIlaeT KOCTHBIM MO3I M pa3pyllacT KOCTHBIE
TpaOekynbl. B peakux ciydasx ocreocapkoMa NEHETPUPYET SNU(PU3 U IPOHUKAET B
cycras. Ilociie wHBa3uM cycrtaBa OIlyXOJb PAacCHpOCTPAHSAETCA IO CBSA3KaM H
CYXOXXWIMSIM, IIpopacTas 4Yepe3 MEeCTO MPHUKPEIUIEHUS CYCTaBHOM KarCybl.
OmnyxoJeBble TUTAHTCKUE KJIETKU MOTYT UMETh pa3Hblil pa3Mep, GopMy U HEPEIKO
TUIIEPXPOMHBIE YPOUIMBBIE SApPa; XapaKTepHbl aTUIHUYHbIE MUTO3bl. OIMyX0JIEBbIE
TUTAHTCKUE KJIETKU (HOPMUPYIOT OCOOYI0 KOCTHYIO TKaHb, XapaKTEPHU3YIOUIYIOCS
HEpPaBHOMEPHBIM PACIIOIOKEHUEM MNPUMHUTHUBHBIX TpaOekyn (puc. 2). B pa3Hbix
IPOMOPIUSAX MOTYT OBITh MPEACTABIICHBI U APYTHe ME3CHXUMAIIbHbIE TKaHH: XPSIIIL,
COEJIMHUTENbHAS TKaHb. [Ipy HaMMYMK 37T0KaYECTBEHHOM XPSIIIEBOM TKAHU OMTYyXO0Jb
Ha3bIBAIOT XOHJIPOOJIACTHYECKON ocTeocapkoMoi. Hanuuue cocynucTol mHBa3uu
OOBIYHO XOPOLLIO 3aMeTHO, B 50-60% ormyxoJieit 00HApyXKUBAIOTCS OYark HEKPo3a.
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Puc. 1. OcTeocapkomMa NMPOKCHUMAaIBHOTO OT/Iea OOJIBIIeOePIIOBOI KOCTH.



XoHapocapkoma

XOHIPOCAPKOMBI — 3TO OIYXOJIH, XapaKTePU3YIOLIUECS ITUPOKUM CIIEKTPOM
KJIMHAYECKUX M MOP(OJIOrHUeCKUX H3MEeHEeHH. OOHMM MPU3HAKOM SIBISIETCS
(opMHUpOBaHKE HEOIJIACTHUECKOIrO Xpslla. XOHAPOCAPKOMBI MOAPA3JEISAIOT MO
JOKaNW3allMd Ha I[EeHTpajbHble (MHTpaMenyJUIsipHble) U nepudepruyeckue
(FOKCTaKOPTUKAJIbHBIE W TOBEPXHOCTHBIE); IO TUCTOJIOTMM — HA TUIUYHbBIC
(rmamMHOBBIC /WM MUKCOHTHBIC), CBETJIOKJICTOUHBIC, NeAN(PPEpEeHIIMPOBAHHEIC U
Me3eHxumanbHble. B 90% ciyyaeB HaOmogaeTcss TUINWYHASA —LEHTpaibHas
XOHJIpOocapKoMma.

XoHapocapKkoMa CKeJeTa BCTPEYAeTCs B 2 pas3a pexe, YeM OCTe0CapKoMa,
3aHMMas ~ BTOPOE€ IO  4YacTOT€  MECTO Cpelid  3JIOKAaYE€CTBEHHBIX
MaTPUKCIPOAYLUPYIOUINX OnyXxosel koctel. Tunuyneiii Bo3pact nauueHtoB — 40
ger u crapuie. CBETJOKJIETOUYHbIE U OCOOCHHO ME3CHXHMMAaJbHbIE OIyXOJIU
HA0JII0Jal0TCSL B OCHOBHOM Y MOJPOCTKOB M MOJIOJIBIX JIFOJIEH B Bo3pacTe okojo 20
jeT. MyxxuuHbl 00JieloT B 2 pa3a yaie, 4yeM KeHIIUHbl. Okono 15% TUnmuyHbIX
XOHJIpocapkoM  (00bIYHO  mepudepuyecknx)  pa3BuBaroTCI  Ha  (oHe
IIPEACYLIECTBYIOLINX SHXOHIPOM M OCTEOXOHIPOM.

Mopddoaorus. TunuuHasgs XOHAPOCAPKOMA COCTOUT M3 3JI0KAYECTBEHHBIX
THAJIMHOBOT'O U MUKCOUAHOTO Xpsiield. Tunudnas XoHIpocapkoMa — 3TO KpyIHas,
peixjasi, cepo-Oenasi  MOJympo3padyHas — 3JIOKAYECTBEHHas  OmMyxoJyib.  Ee
MSATKOTKAHHBIA KOMIIOHEHT MPEICTaBJIEH T'MaJUHOBBIM U MHKCOMIHBIM XpsIaMu
(puc. 3). B npeobnagaroimieM MHKCOUIHOM BapUaHTE OIYXOJHW HUMEIOT
XKeneoOpa3Hyl0 KOHCHCTEHIIMIO C BJIAXKHBIM MAaTPUKCOM Ha MOBEPXHOCTH Cpe3a.
Tunuyna ouaroBas mneTpuduKaiys, BO3MOXKEH IEHTPAIbHBIA HEKPO3 C
dbopmupoBaHueM KHCTBI. KOpTHKambHBIA CIIOH KOCTH OOBIYHO HCTOHYCH WJIN
paspyllieH, OMyXO0JIb IIMPOKO PACHPOCTPAHSAETCS B OKPYKAIOIIME MITKUE TKAHMU.
Knetkn 3710KkadueCTBEHHOW OMYXOJM U3 XPSIICBOM TKaHU WHPUIBTPUPYIOT
KOCTHOMO3IOBO€ IPOCTPAHCTBO, OKpYXasi KOCTHbIE Tpabekynbl. OmyXxomau
BapbUPYIOT M0 KJIETOYHOMY COCTaBYy, KJIETOYHOM aTUIIMA W MHUTOTHYECKOHN
akTuBHOCTH (puc. 4). BeicokomuddepennupoBanubie xoHapocapkomsl (G1) umeror
MaJyl0 KIJIETOYHOCTb, XOHAPOIUTHI COJAEPKAT KPYMHbIE BE3UKYJSPHBIE SApa C
MEJKUMH SIApPbIIKAaMU. [[ByXbsiiepHble KIE€TKM M (UTypbl MUTO3a peaku. B
HEKOTOPBIX YYacCTKaxX MaTPUKC MOJBEPraeTcsi MUHEpaIu3alliK, a XpAIeBas TKaHb
— BHXOHJIpabHOU occudukanmu. HuzkonuddepeHuupoBaHHble XOHIPOCAPKOMBI
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(G3), HampoTUB, THUIEPKIETOYHbIE, C  BBIPAXKEHHBIM  IIEOMOPHU3MOM,
aHOMAJIbHBIMU OITyXOJEBHIMH THUTAHTCKUMH KIJIETKAMH M MHOYXECTBEHHBIMHU
¢burypamu muto3za. HuzkoauddepenunpoBaHHble XOHIPOCAPKOMBI H30JIUPOBAHHO
HAOJIOAIOTCS PENIKO, Yallle — B KauyeCcTBE KOMIIOHEHTa XOHIPOOJIAaCTHUYECKON
OCTEOCapKOMBI.

Oxomno 10% TunUYHBIX BBICOKOAU(DPEPEHITUPOBAHHBIX XOHAPOCAPKOM
CoOJIepIKarT eIIe OJANH KOMIIOHEHT — HU3KOoAU(PepeHInpoBaHHy0 capkoMy. Takoe
COYEeTaHUE Ha3bIBAIOT neaudhepeHpoBaHHON XOHAPOCAPKOMOM.
MopdonornueckumMy NMpU3HAKAMHU CBETJIOKIETOYHOM XOHJIPOCAPKOMBI SIBIISIOTCSA
HQJIMYUE IUIACTOB KPYIHBIX OIyXOJIEBBIX XOHJPOLUTOB C OOWJIBHON CBETJION
OUTOIJIA3MOM M YETKUMU  MEXKJICTOYHBIMU TpaHULAMU U  MHOYKECTBA
OCTEOKJIACTONOJOOHBIX THIaHTCKUX KJIETOK, a Takke (OPMUPOBAHHUE KOCTHOM
TKaHU BHYTPHU OIYXOJIM, YTO YaCTO 3aTPpyAHIET IudPepeHInaNbHYI0 JUarHOCTUKY
C 0CTeOCapKOMOil. Me3eHXUManbHbIE XOHIPOCAPKOMBI TPECTABICHBI yYaCTKaMU
BBICOKOM((HEPEHIIMPOBAHHOTO THAJTMHOBOTO XpsIlla, OKPY>KEHHBIMH ILTaCTaMU
MEJIKHX OKPYIIBIX KJIETOK, YTO CO31AET KAPTHHY, MMUTHPYIOLIYIO CAPKOMY KOwumnra.

=
Puc. 4. Anamiactuyeckue XOHAPOIUUTHI B XOHJAPOCAPKOME

XOHIpOCapKOMBI OOBIYHO JIOKAJIM3YIOTCS B LIEHTPAJIBHBIX OTJIeNIaXx CKeJeTa:
B Ta3y, peOpax, riedeBoM mnosice. CBETJIIOKIETOYHBIE XOHIPOCAPKOMBI OTIMYAOTCS
TE€M, YTO Pa3BUBAIOTCA B 3MU(dU3aX JJIUHHBIX TPyOUaThix KOCTeH. B oTinuuume ot
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SHXOHAPOMBI XOHAPOCAPKOMA pPENKO HaOII0MaeTcss B JUCTAIBHBIX OTHAEIax
KoHeuHocTe. KnuHuueckue mnposiBieHus: O0Nb U MOCTOSHHOE YBEJIMYEHHE B
pa3Mepe HOBOOOpa3OBaHUS. Y3JIOBOM XapaKTep pOCTa OMyXOdu OOYCIIOBIMBAET
3HAQYUTENBHYI0 DHIOCTAJIbHYI0 HEPOBHOCTH KOHTYpPOB, XOpPOILIO BHIMMYKO Ha
penTreHorpamme. KanpuuuuupoBaHHbII MaTPUKC MPOSIBISETCS B BUJE PBHIXJIBIX
OYaros.

MenaneHHblii pocT BBICOKOAM(PGHEPEHIIUPOBAHHBIX OIyXOJEeH MPUBOAMUT K
PEaKTUBHOMY YTOJIIICHUIO KOPTHKAJIBLHOTO CJIOS KOCTH, TOrja Kak Oosee
arpeccuBHble HHU3KOAMG(dEPEHIIMPOBAaHHBIE OIMYXOJIU Pa3pyllaloT 3TOT CJIOH, |
OIMYXO0JIb PACIPOCTPAHSIETCS B OKpYKarolue MiIrkue TkaHd. CyllecTBYeT mpsmMast
3aBUCUMOCTH MEXIY CTENEeHbI0 Tuh(DEepeHIIUPOBKU OMYXOIU U €€ OUOJIOTHYECKUM
noBegeHueM. K cuacTpio, OOJBIIMHCTBO THUMUYHBIX XOHAPOCAPKOM PACTYT
MEJJICHHO U OTHOCSITCSI K OIyXOJIsSIM C BBICOKOU cTenenbto auddepenuuponku (G1
umi G2). B ogHOM u3 HCCleq0OBaHUN S-JIETHSS BBDKMBAEMOCTH ITAIlUEHTOB C
omyxomsimu co ctenensmu auddepenmuposku Gl, G2 u G3 cocrasmsuia 90, 81 u
43% COOTBETCTBEHHO.

MeracrasupoBaHue TMpU BbICOKOAU(PPEPEHIIMPOBAHHBIX OMYXOJSAX HE
OMMCaHO, OJHAKO Npu Hu3KkoW creneHu auddepenuupoku (G3) wyactoTa
MeTtacTa3oB paBHa 70%.

Jpyrum BasKHBIM MPOTHOCTUYECKUM MPU3HAKOM SIBIISIETCS pa3Mep OMyXOJIH.
Omnyxonu pasmepom Oosiee 10 cM arpeccuBHEe OMYXOJE€Hl MEHBIIEro pas3mepa.
MeracTasbl pa3BUBAIOTCA NPEUMYLIECTBEHHO B JIETKMX M KOCTAX. JledeHue npu
TUIIAYHBIX XOHAPOCAPKOMAX 3aKIHYAETCS B IIMPOKOM XHUPYPTrUYECKOM UCCEUECHHH.
[Tpu me3eHXUManbHBIX U Aenn(PepeHIUpOBaHHBIX XOHJPOCAapKOMax H3-3a X
arpecCUBHOCTU HEOOXOAMMA TAKKE XUMUOTEpAIUsI.

Capkoma FOuHra u npuMUTHBHASI HEHPOIKTOAEPMAJIbHASA OILYX0JIb
(PNET)

Capkomy KOuHra 1 npUMUTHBHYIO HEHPOIKTOIepMabHyto onyxoib (PNET),
KOTOpBIE SIBJISIOTCS MEPBUYHBIMU 3JI0KAYECTBEHHBIMU OOPAa30BaHUSIMHU U3 MEJIKUX
KPYTJIBIX KJIETOK U MOpa)kaloT KOCTH M MSTKHE TKaHW, OTHOCAT K OJHOW Ipymnme
omyxoJiei. Capkoma FOunra u PNET umerot cxoxuii HelporeHHbI GeHOTHI, T.K.
aCCOLMUPYIOTCS C OIMHAKOBOW XPOMOCOMHOM TpaHciokanuen. Capkomy OuHra n
PNET paccmaTpuBarOT Kak BapHAHTBI OJHOM OIYXOJIM, Ppa3IMYaArOLIMEcs I10
mupdepenuupoBke. Onyxonu ¢ HEUPOreHHOM AUPGHEpPeHIIUPOBKON OTHOCAT K
PNET, nenuddepenuupoBanabie — K capkoMe FOuHra (1aHHoe pasieineHue He
UMeeT KIIMHUYECKON 3HAYUMOCTH).

Capkoma IOunra/PNET cocraBnsier 6-10% nepBUYHBIX 3710KaYECTBEHHBIX
OMyXOJIEW U3 KOCTHOM TKAHU U 3aHUMAET CPEJIN BCEX 3JIOKAYECTBEHHBIX OMYXOJIEH
KOCTEW Yy JETe BTOPOE€ MECTO IO PACHPOCTPAHHOCTH IOCIE OCTEOCAPKOMBI.
Capkoma HOunra/PNET otrnnuaercs camMbiM paHHHM BO3pacToM MaHHU(ecTaruu:

OonpIMHCTBO ManueHToB — netu 10-15 ner (80% omyxonel pa3BuBaetcs y
nanueHToB Mojoxke 20 jeT). Manpuuku 00JIeI0T HEMHOTO Yallle, YeM JICBOYKH, a
JUIIa C TEMHBIM IIBETOM KOXH — 3HAYWTEIBHO pEXe IpeJCTaBUTEICH

€BPONIEOUTHOMN PaCHI.
bonpmmHcTBO capkom IOunra/PNET compoBokgaeTcss TpaHCIOKalueH,
BoBJIeKaoIIe reH EWS, KOTOpsIil pacnonokeH Ha 22- XpOMOCOME U KOAUPYET
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daktopsr Tpanckpuniuu cemeiictea ETS. Yame Bcero BoBnekaercs ren FLIT B
pesynbrare TpaHciokarmu t(11;22)(q24;ql2). T'en, oOpa3oBaHHBIN CIUSTHUEM
YKa3aHHbIX PETHOHOB, TMPOIYLHPYET XHUMEPHBIA (aKTOp TPAHCKPHUIILIHH,
HAPYLIAKIMKA 3KCIPECCUI0 CETH T'€HOB-MHIIEHEW, YTO NPUBOJIWAT K ATUIIAYHOU
nponudepanuy KIETOK M HX yCTOMYMBOCTH K amonto3y. Ilo maHHBIM apyrux
uccienoanuii, capkoma Ounra/PNET moxeT pa3BuBaTbcs U3 MyJIbTUIIOTCHTHON
ME3CHXUMaJIbHOW CTBOJIOBOU KJIETKH.

Mopdgoaorusa. Capxoma IOunra/PNET pa3BuBaercss B KOCTHOMO3TOBOM
KaHAJIC U NTOPAKAECT KOPTUKAIBHBIA CIOW KOCTH, IIEPUOCT U OKPYKAKOLIUE MITKUE
TKaHU. OIyXO0Jb MPENCTABISAET COO0N MITKYIO CBETJIO-KOPUUHEBYIO MAcCy, 4acTo C
odaraMy HEKpo3a M KpOBOM3IUSHHUN. [IpM MUKpPOCKONMHM NIpEICTaBIICHA TsSKaMU
MOHOMOP(MHBIX MEJKHUX OKpYIJbIX KJIETOK, pa3MEepoOM HEMHOTO KpyIlHee
mumponuToB (puc. 5). Kietku copepxaT HEOO0IbIIIOE KOJIUYECTBO CBETIION OoraToin
JIMKOT€HOM IuToria3Mbel. Hannune poszetok ['omepa-Paiita (omyxosieBble KIETKA
pacrnojaraiTcs BOKPYT IEHTPAIbHOTO (UOPUILIAPHOTO MPOCTPAHCTBA) SIBISETCS
npu3HaKoM HelporeHHod muddepermupoBkd. CTpoma B ONyXOJSIX CKyJIHAS,
HeCMOTps Ha HeOousbime ¢udpo3nsie mpocioiku. [Ipu mocrarouno OGoratoit
KJICTOYHOCTU MUTOTHYECKas aKTUBHOCTD OIYXOJIM OTHOCUTEIILHO HU3KAL.

Puc. S. CapKOMa IOnHra.

CapkoMbl, NpoUCXOASIIIUE U3 MATKHX TKAHEH

Jlunmocapkoma

Jlunocapkoma — ojiHa U3 HanboJee PacpOCTPAHEHHBIX 3JI0KAY€CTBEHHBIX
OTyXO0JIel MSATKUX TKaHe! y B3pocibix B Bozpacte 40-60 set, y neteit Habmoaercs
peaxko. OObIYHO pacmoyiaraercs TiIyOOKO B MSATKHX TKAaHSIX MPOKCUMAIbHbBIX
OTJICJIOB  KOHEYHOCTEH M  PETPONEpUTOHEATHHO, UMEET TEHICHIHIO K
(GhopMUPOBAHUIO y3JI0B OOJIBIIUX PA3MEPOB.

Mopdgosorusa. Ha oCHOBaHMM THCTOJOTMYECKON KapTUHBI BBIICISIOT 3
rpynnsl  aunocapkom: (1) BeicokoguddepeHmpoBansbie; (2) MUKCOWAHBIE U
kpyriiokietounbie; (3) mieomopdubie. Knetku BbicokomuddepeHIInpoBaHHON
JUTIOCAPKOMBI 10 MOP(OJIOTHUECKUM XapaKTEPUCTHKAM OJU3KH K aJUIOLUTaM,
4acTO COJCPIKAT TMIAHTCKHE XPOMOCOMBI U3-3a aMILIM(HUKaIuu ydactka 12ql4-ql5,
cojaepkaiiero ounkoreH MDM2, kotopsiit uarubupyet pS3. [Ipu apyrux Bapuantax
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OITYXOJIi OOJIBIIIMHCTBO OIyXOJIEBBIX KJIETOK HE MOXO0KW Ha aUMOIMTHI, OJHAKO
MOYTH BCET/a MPUCYTCTBYIOT 0YaroBble MPU3HAKU XKUPOBOH MU depeHITMPOBKH B
Buje JunobnmactoB. JIMmoOnacTel HMMEIOT  OKPYIJIbIE  KAPOCOJEPIKAIINE
IIUTOTUIa3MAaTUIECKNE BAKYOJIH, CAABIMBAIONINE PO, 1 UMUTUPYIOT (eTaTbHBIC
KUPOBBIC KIEeTKH (puc. 6). B OONBITMHCTBE HAOMIOACHUN MHUKCOUIHOU U
KPYTIOKJICTOYHOM JINTTOCAPKOM BBISABIIIOT TpaHciokammio t(1 2; 16)(q 1 3;pl 1).

BricokomuddepeHnrpoBanHple  OMyXOMWM  Pa3BUBAIOTCA  MEIJICHHO,
MUKCOUJHBIE M KPYIJIOKJIETOUYHBIE — CO CpeHEHd CKOpPOCThIO, IUIEOMOP(HBIC
JIUTIOCAPKOMBI OTJIMYAIOTCSI BBICOKOU CTETIEHBIO 3JI0KAaYECTBEHHOCTH, arpECCUBHBIM
TEUEHHEM U YaCThIM METacTa3upoBaHHEM. Bce BapuaHTHI IMMIOCAPKOM CKJIOHHBI K
MECTHBIM PCLIH/IBAM.

e R T oY
<% 3 v’ e, Yo® NS
- .".,. "fx » t > ," . '??”. “ 4

- "ﬁt N 14 ey e
g JF, Aﬁ ' ke el ) L Q.‘.. ‘.- i
w . s I’ Loy ol & Ot N :
S o 7, Sy T
L sy =gt LN M Ty “.‘ W
Pl S g e P e v.» v 4 B 0""')\‘\‘
4 o & e A -
- A e MY ~"‘ 'Y '.‘ N o= ‘ -".‘ v"* .
» e 5. Mg ¥e s ST
Lo ) 2 2 ;!",--v. 9 o J "
» v g8 o st o~ “I, _ - e
< ‘: ¢ ey i ‘\'.:.. '\ ."_
3 - .

» s
.
|-

\ -
&
vy
Vo
V.
¥
.
| 4

»
-

»
"
|
’

=
»
r
“-

dudpocapkoma

®ubpocapkoMbl Pa3BUBAIOTCA B JIOOBIX Y4YacTKax Teja, dYaile BCEro
NopaXxaroT IITyOOKHe MATKHE TKaHU KOHEYHOCTeH. MHOrue onmyXoJu, KIMHUYECKU
OllCHMBaeMble  Kak  (uOpocapkoMbl, MOCJ€  LUTOT€HETUYECKOrOo  WJIH
UMMYHOTHCTOXUMHUYECKOTO HCCIIEIOBAaHUS KJIACCU(UUUPYIOT Kak TIIIyOOKui
¢bubpomMaros, 3710KaYeCTBEHHYIO OMyXO0Jb W3 000J04YeK MepudepruuecKux HEPBOB
VI MOHOOCCAJIBHYIO CHHOBHAJIBHYIO CAPKOMY.

MopdoJorus. OO0BIYHO ¢ubpocapkoma XapaKTepHU3yeTCs
WHQUIBTPATUBHBIM POCTOM, OTCYTCTBHEM KallCyJbl, MSTKOW KOHCHUCTCHIIMEH W
BHEIITHE HANIOMHUHAET prIOHOE (uie. YacTo BBISIBISIFOTCS YY9aCTKH KPOBOMBIUSHUN
U Hekposa. BricokoguddepeHuupoBaHHbIE OMYXOJM MOTYT HUMETh M0J00He
Karcynbl. [Ipu THCTOMIOTHYECKOM HCCIEIOBAHWN BBISBISIIOTCS pa3HBIE CTEICHU
i GepeHIIMPOBKY  OMyXOJIed: OT MENJICHHO pacTyluX, HarOMHUHAOLIMX
¢ubpomaTo3 co CKOMJICHUSIMH KJIETOK, OpPUEHTHUPOBAHHBIX «eJIOUKo» (puc. 7), 10
KJIETOYHBIX ~ MacC,  pPAaclOJOXKEHHbIX  OeCHopsIoyHO, C  BBIPAKCHHBIM
I€0OMOP(PHU3MOM, YaCTBHIMH MUTO3aMH M 0YaraMu HeKpo3a (puc. 8).

®ubpocapkoMbl — arpecCUBHBIE OMYXOJIM, YaCTOTa PEIUANBA COCTABISAET
oomee 50%, meracrazupoBanus — Ooiee 25%.



Puc. 8. HJIeOMopq)Hﬂ ¢udpocapkoma.

Padnomunocapkoma

Pabmomuocapkoma — Hambosee pacnpocTpaHEHHas 370KaueCTBEHHas
OIyXOJIb MSTKUX TKaHeW, 0OBIYHO TposiBiisieTcs B Bo3pacte m0 20 mer. Moxer
JIOKAJIM30BaThCs B JIOOOM MECTE, HO Yalle BCEro MOpakaloTcs TOJO0Ba, Hies U
MOUYEIOJIOBOM TPAKT, XOTS B HEM HET CKEJIETHBIX MbIIII. TOJBKO B KOHEYHOCTAX
pabIoMHOCaPKOMBI Pa3BUBAIOTCS HEMOCPEACTBEHHO B TOJIIIIE CKEJICTHBIX MBbIIILL.

Mopdosorus. PabmomMuocapkoMy THCTOJOTUYECKH TMOAPA3ACISIOT Ha
IMOPUOHANIFHYIO, aJbBEOJIAPHYIO U IICOMOPPHYI0. XapaKTepHBIMU KJIETKaMHU B
A1000M  BapuaHTe SBISAIOTCA  pabAOMUOOACTBI, COJAEPXKAIIUE 3EPHUCTYIO
HO3MHOPUIIBHYIO IUTOIIa3My, OOTaTyl0 TOHKHMH U TOJCTHIMH (hUITAMEHTaMHU.
Pa6poMuoOnacTsl MOTYT OBITH OKPYIJVIBIMH HJIM BBITSHYTBIMH, MOXOXKUMH Ha
TEHHUCHYIO PAKETKY, MOTYT UMETh ONIEPEUYHYIO HCUEPUYEHHOCTb, BBISIBISIEMYIO IPU
cBeTOoBOM Mukpockonuu (puc. 9). Ilpu dSIEeKTpOHHOW MHUKPOCKONHH B
pabaomuobiacTax BBISIBJISIFOTCS CapKOMeEpHlI, KOTOpBIE npu
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UMMYHOTHUCTOXMMHYECKOM HCCJIEIOBAHUM B3aUMOJICUCTBYIOT C aHTHUTEJIAMHU K
MHUOT€HHBIM MapkepaM — necMuny, MYOD1, Muorenuny.

OMOpuoHanbHasg pabaoMuocapkomMa — HauboJjiee paclpoCTpaHEHHbBIN
BapuaHT (60%). K sMOproHansHbIM pabaoMuocapKoMaM OTHOCST OOTPHOHIHYIO
capkomy. HabmiomaroTcsi Takke BEPETCHOKJICTOYHBIM W aHAIIACTHYCCKUI
BapHaHThl 3MOpHOHAIBHON pabmomuocapkoMbl. OMyXoiau pa3BUBAIOTCSA y JEeTel
maaamie 10 jeT, oObIYHO BOBJIEKAIOT HOCOBYIO MOJIOCTh, OPOUTY, CpeAHEE YXO,
MPEACTATENbHYIO KeJIe3y U MapaTeCTUKYISIpHYI0 o0xacThb. s sMOpHOHAIbHON
pabaoMuoOcapKkoMbl  XapakTepHa wuzoaucomus 11 pl5.5, oOycrnoBnuBaromias
runepakcnpeccuto rera ICFIL. borpuonanas capkoMa BOBIIEKAET CTEHKH MOJIOCTEM,
CTPYKTYpPbl C MBIIICYHOW BBICTUIIKOM, HAIIPUMEP HOCOTJIOTKY, OOIIUN KETUHBIN
POTOK, MOYEBOM My3bIpb, Biaraiuiie. Ha rpanune co ciamsuctodt o00JI0YKOM
OpraHOB  OINyXOJb (OPMHUPYET THUIEPKIECTOYHbIE CYOMYKO3HBIE YYaCTKH,
Ha3bIBaEMble KAMOUAIBHBIM CIIOEM.

BonbmHCTBO AMOpPHOHANBHBIX PabIOMHOCAPKOM TPOSBISIOTCS B BUIE
MSATKHX, HHQUIBTPATUBHO PACTYIIMX Macc ceporo mBera. OmyXxoJeBble KIETKU
UMUTUPYIOT MHUOLIMTBl HA PAa3HbIX CTAaUsAX 3MOpUOreHe3a, (OpMHpYS TAKHU
OKPYIJIBIX W BEPETEHOOOpPAa3HBIX KJIETOK B MHUKCOUJHON cTpome. Moryt
PUCYTCTBOBATH padAOMHUOOIACTBI C MONEPEYHON UCUEPUEHHOCTHIO.

AnbBeosisipHas pabgomuocapkoma coctaBisier 20% pabmoMuocapkoMm u
OOBIYHO pa3BHUBAETCS B MOJPOCTKOBOM MJIM CPEJHEM B3pOCIOM BO3pacTe, yalle
BOBJIEKasT I[JIyOOKHE  MBIIIB  KOHEYHOCTEH. ['MCTONOrMYECKH  OMyXOJib
IpEJCTaBICHAa CEThIO (UOPO3HBIX CEMNT, PA3ACIAIOIMUX KIETKHM Ha HeOOoblne
KJIaCTepbl WJIM TPYIIbl Hamojaobue anbBeon B Jerkux (puc. 10). OmyxoneBble
KJIETKA CPEIHEro pa3Mepa, MHOTME C HEOOJIbIIUM KOJIMYECTBOM ILMTOILIA3MBI.
KneTku B ieHTpe Tpymnibl UMEIOT ¢1adoe CIEMIEHUE C COCETHUMU KIIETKaMU, B TO
BpeMsi KaK pacnoJIO)KeHHbIe Ha Mepuepuu MIOTHO KOHTAKTUPYIOT C CENTaMHU.
Knetkn ¢ mnonepedyHod HCYEpUYEHHOCTBhIO BBISBIAIOTCS B 25% HaOMIOIEHUN.
[{uTorenernueckue UCCJIeI0BAHUS MO3BOJIWIIN BBISIBUTD BapHaHTHI
pabaomuocapkoM ¢ Tpanciokamueit t(2;1 3)(q35;ql 4), coenunsronieit reast PAX3 u
FOXOla, unu t(1 ;1 3)(p36;ql 4), coenunsromieit renst PAX7u FOXOla. Onyxonu
co ciausitHueM reHoB PAX3-FOXO01 a Oonee arpecCMBHBI U acCOLMUPYIOTCA C
XYyJILIUM ITPOTHO30M.

[IneomopdHas pabioMrocapkoma XapaKTepU3yeTcs HaJIM4ueM
MHO>KE€CTBEHHBIX 303MHO(QUIBHBIX MHOTOSIIEPHBIX TUTAHTCKUX KJIETOK. JTa peaKas
OITyXOJIb HAOJIOJAETCS B 3pEJIOM BO3pacTe, OOBIUHO JIOKAIM3YeTCS TIyOOKO B
MSTKUX TKaHSIX U THUCTOJIOTUYECKU HATIOMUHAET JIPYTHe MICOMOP(HBIE CAPKOMBI.

PabnoMuocapkoMbl — arpeccHBHbIC OIMYXOJH, IJSl JIEUYEHUS KOTOPBIX
OOBIYHO HCIIOJIB3YIOT XUPYPTUUECKHE U XMMHOTEPANeBTHUECKUE METO/IbI, HOTa
Jy4yeByro Tepanuio. [I[porHo3 3aBUCUT OT TMCTOJOTMYECKOTO THUIA OMYXOJId U €€
Jokanu3auuu.  boTpuougHasi ~ capkoMa ~— MMEET  HAWwIy4yllMi  MPOTHO3,
aHarulacTuueckas AMOpHOHATIBHAS, rieoMopdHas u aNbBEOJIApHAs
pabomMuocapKOMbI OOBIYHO (haTaIbHBI.
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Jleiomuocapkoma

Jleriomuocapkoma coctapiser 10-20% 3710Kka4€CTBEHHBIX OMYXOJIEH MATKUX
TkaHer. Omyxosib HaOIIOJACTCS y B3POCIHBIX, Yalle Yy KEHIUH. BOJBIIMHCTBO
OITyXOJIe pacrojararTcs B KOXE M TNIyOOKO B MSTKHUX TKaHAX KOHEUHOCTEU U
3a0pIOIIMHHOTO MTPOCTPAHCTBA.

Mopdosorus. JleliommnocapkomMa— OoJIe3HEHHAsT TIUIOTHAS  OITyXOJb.
3a0pIOIIMHHBIE OMYXOJUM MOTYT OBITh KPYNHBIMM U BbI3BIBaTh a0JOMHHAIbHbBIE
CUMIITOMBI. MUKpPOCKONIMYECKH  OINyXOJb COCTOMT M3  3JI0Ka4E€CTBEHHBIX
BEPETEHOOOPa3HbIX  KJIETOK  C  BBITAHYTBIM  SIIpOM,  (POPMHUPYIOLIMX
neperuieTarommecs: Mmydkd. [Ipy 37I€KTPOHHOM MHUKPOCKONIMM B OIyXOJIEBBIX
KJIETKaX BBISBIIAIOTCS TOHKHE (PUIIAMEHTHI, IIJIOTHBIE BKIOYEHHUS U MUHOLUTO3HbIE
Ny3bIPbKU; OTHENbHBbIE KJIETKHM OKpYXKeHbl Oa3anbHOM MemOpanoi. Ilpu
MMMYHOTUCTOXMMHYECKOM MCCIIEIOBAHUN OINYXOJIEBBIE KJIETKH pEarupyer cC
AHTUTEJAMH K TJIAJKOMBIIIEYHOMY aKTHUHY U JECMUHY.

Jleyenue 3aBUCHUT OT pazmepa, JOKAIU3AIUU U cTeneHn TudepeHInpoBKU
onyxoJid. [IoBepXHOCTHBIE, WM KOXKHbIE, JTEHOMHOCAPKOMBI OOBIYHO HEOOJIBIINX
pa3MepoB U UMEIOT XOPOILIUN MPOTHO3, 3a0PIOLIMHHBIE OMYyXOJIU KPYMHbIE, YaCTO
UX HE yJlaeTcs YJaIUTh MOJHOCTHIO. JIeTanbHbI UCXO/ HACTYIAET U3-3a MECTHOTO
pa3pacTaHus Uiu METacTa3oB.

CuHOBHAJIbHAA CAPKOMA
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CuHOBHaNbHAS capkoMma noJTyuusa CBOE Ha3BaHHE u3-3a
IPEINOJIOKUTENBHOTO PA3BUTHS U3 CUHOBUHU (BHYTPEHHEH OOOJIOYKHM CyCTaBa),
OJIHAKO B JAJIbHEWILIEM 3Ta runore3a He noarBepauiack. Menee 10% omyxoueit
SBJIAIOTCSI BHYTPUCYCTaBHBIMU. [MCTOreHe3 OMyXOJU OCTaeTcsi HEU3BECTHBIM.
CuHoBHaNIbHAsA capkoMa cocTaBisieT OKoJo 10% 3JI0KauyeCTBEHHBIX OITyXOJel
MSATKHX TKaHEH U sBJseTcs 4-i 0 paclpOCTPaHEHHOCTH CapKOMOU. bosbImHCTBO
OTyXo0JIel pa3BUBaIOTCs B Bo3pacte 20-40 JeT 1 JTOKaTU3yITCs TITyOOKO B MATKHAX
TKaHsX, B 60-70% ciy4aeB BOBJIEKAIOTCA HIKHUE KOHEYHOCTH, OCOOCHHO 00J1aCTh
KojieHa u Oexapa. Omnyxoiab OOBIYHO TPEACTABIsCT COOOM  JJIUTEITHLHO
CylIecTByIolllee O00BbeMHOE oOpa3oBaHue. Penko cuHOBHANbHAs capKkoMa
pa3BHUBaeTCs Ha IIee, TOJI0BE WIM BO BHYTPEHHUX OpraHax.

Mopdoaorusa. CuHOBHANbHAs CapkOMa B 3aBUCHUMOCTH OT KJIETOYHOI'O
cocTaBa MOXXET ObITh OudazHoi uiaum MoHodazHoil. B OudazHoli cuHOBHABLHON
CapKOM€ TPUCYTCTBYeT JBa BuAa JIUGGEpPEHIMPOBKU: OSNUTETHAIBHBIN U
Me3eHXUMallbHbI. KyOndyeckne WM UWIMHIPUYECKHUE SMUTEIHAbHbIC KICTKU
dbopMUPYIOT ~ Kene3bl, CONMIHBIE TSHKM  WIM  HEOOJNBIIME  arperarsl.
BepereHoobOpa3Hble KIETKH pacrojaraiorcs HeOONbITUMHU MJIOTHBIMHA IMyYKaMu U
OKPY>KEHBI AHUTEIHATHHBIMU KJIeTKaMu (puc. 11).

BonbmIMHCTBO ~ CHMHOBHAJBHBIX ~ CapKOM  SIBISIOTCA ~ MOHO(Da3HBIMH,
MPECTABICHHBIMI TOJBKO BEPETECHOKJIETOUHBIM WA TOJBKO JMHUTEIUATBHBIM
KOMIIOHEHTOM (peke). BepeTreHOKIeTOUHYI0 CHHOBHUAJIBHYIO CapKOMY MOKHO
OLIMOOYHO MPUHATH 33 (PUOPOCAPKOMY WM 3JIOKAYECTBEHHYIO OIyXOJIb W3
000J104€eK NepuPepuIeCcKuX HEPBOB. XapaKTEPHbIM IPU3HAKOM OITYXOJIH SBJISIOTCS
CKOIUICHHUS KaJbIU(UKATOB, KOTOPbIE NHOTJA BBIABIIAIOTCS PEHTTEHOTPAPUUECKH.
[Tpy UMMYHOTMCTOXMMHYECKOM HCCIIEOBAHUU OITyXOJIEBBIE KIETKH PEArupyror C
KEPaTUHOM U 3MUTETUAIBHBIM MEMOpPaHHBIM aHTUT€HOM, UTO MO3BOJISET OTIIMYUTH
JTaHHYIO OMYXOJb OT APYTUX CAPKOM.

Kpome »TOro, B OGONBIIMHCTBE CHHOBHAIBHBIX CAapKOM OOHapy>KHWBaeTCs
xapakTtepHas xpomocomHas Tpanciokamms t(X;I8)(pl 1 ;ql 1), mpuBomsmas x
obpazoBannio THOpuUAHBIX TeHOB SS18-SSX1, SS18-SSX2 mmm SS18-SSX4,
KOTOpBIE KOIUPYIOT XUMEPHBIN (akTop TpaHcKpumuu. Crnernupuieckiii BapruanT
TPAHCIOKAIH HE SBISETCS MPOTHOCTUYECKUM TPU3HAKOM.
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Capkoma Kanommn

Caprxoma Kamnomu pacnpoctpanena cpenu OonbHbix CIIMlom u peako
BCTpEYaeTcss B Jpyrux nomyssinusax. Ha mnpakTuke ee Haluyue CIyKuT
nuarnoctuueckum kputepuem CIIM/la. Paznuuaror 4 ¢opmbl 3a0oseBaHus
(OCHOBBIBAsICH TJIABHBIM 00pa3oM Ha JeMOTpapUUecKHX KPUTEPUAX U BEIUYUHE
pHCKa), XOTs Bce (POPMbI UIMEIOT OOIIMI BUPYCHBIN MATOTEHE3:

- XpoHHnueckas capkoma Kamommu (Ha3piBaeMasl Takke KIACCHUYECKOW WU
eBponeiickoit capkomoit Kamomm). Bnepseie ommcana M. Kamomm B 1872 .
3aboseBaHue BCTpeUaeTcs Cpear My KUHMH MOKUIOro Bo3pacTa B 3anaaHoi EBpone
(0coOeHHO y €BpeeB allKeHa3W) M BBIXOAIEB U3 cTpaH Cpean3eMHOMOPCKOTO
permona. XpoHudeckas capkoma Kamomm accouuupyercss ¢ HapylLIeHUSMHU
UMMYHUTETA, HO HE ¢ BUpycOM UMMYHoiedunuTta yenoreka (BUY) u Mmoxer craTh
3JI0KQYE€CTBEHHOM. XpoHuueckas capkoMa Kanomm IPOSIBIISETCS
MHOKECTBEHHBIMH OJIIIKAMU WM y3€JKaMH Ha KOXK€ B JUCTAJIBHBIX paloHax
HIDKHUX KOHEYHOCTeW. [[BeT mopakeHuil BapbupyeT OT KPACHOTO A0 ITyPIyPHOTO.
Pa3mep ¥ KOJIMYECTBO MX MEMNJICHHO YBEJIMYMBAIOTCS, PACHPOCTPAHEHUE HJAET B
IIPOKCUMAJIbHOM HANpaBlIeHHH. MECTHO MEepCUCTUPYIOIIME OMYyXOJIU OOBIYHO HE
BBI3BIBAIOT CUMIITOMOB M OCTAlOTCA JIOKAJIM30BAHHBIMU Ha KOXKE€ W B MOJKOKHOMN
TKaHU;

- numdaneHonaruyeckas capkoma Kamomm — (Ha3piBaeMas — Takxke
adpuKaHCKOM WU 3HAEMHYHON capkomoii Kamomm). B menom mmeer Takoe xe
reorpauyeckoe pacnpocTpaHeHue, kKak U JuMdpoma bepkurra, 0cCOOEHHO 4acTo
BCTpEYAETCs Cpe/u JIeTel okHoadhpuKkaHckux 0aHTy. DTa capkoma Kanomum Takke
He accouuupyercss ¢ BHWY. KoxHble mnopaxeHUs HE3HAYUTENIbHBIE, HO
npucyTcTByeT nuMmdaneHonatusi. MHorma omyxosib 3axBaTbiBaeT BHYTPEHHUE
OpraHbl U CTAaHOBUTCS KpailHe arpeccuBHOU. B coueranuu c¢ capkomoi Kamomwy,
accoruupoBanHoii co CIINJlom, numpaneHomatudeckass capkoma Karmomu B
HACTOSIIIEE BpeMsl SIBJISIETCS HaumOoJjee pACHpPOCTPAHEHHOW OMYyXOJIbI0 B
[entpanbHoii Adpuke (B HEKOTOPBIX CTpaHax cocTaBisieT 50% Bcex omyxoJiei y
MYKYUH);

- capkoMa Kamomm, accouumupoBaHHas ¢ TpaHCIUIaHTauuen. Pa3BuBaercs
1ocJie€  TPAHCIUIAHTAllMM  COJIUJHBIX OpPraHoB Ha (OHE JOJITOBPEMEHHOMN
MMMYHOCYIIPECCUBHOM Tepanuu. ITa OMyX0Jb UMEET TEHICHIIMIO K arpeCCUBHOCTH
U JTaXKe MOXKET cTaTh paTanbHON. OHa mopakaeT TUM(OY3Ibl, CIU3UCTHIC 000IOUKH
U BHYTPEHHHUE oprasbl. MHOorma mociie OTMEHbI UMMYHOCYIPECCUBHOW TEparuu
NOPAYKEHUS IMOJBEPTAKOTCS PErPECCUH, OJHAKO 3TO CBSI3aHO C PUCKOM OTTOPKEHUS
TPAHCIUIAHTATA,

- capkoma Kanomm, accomuupoBanHas co CIIMJlom (3nmaeMuueckas).
[lepBonayanbHo OblTa OOHapyxeHa y ~ 30% mnanuentoB, OonbHbix CIIN oM, B
OCHOBHOM Y MYXYHH-TOMOCEKCYalnucTOB. OAHAKO MPH CYIIECTBYIOIIHMX CXEMax
aHTUPETPOBUPYCHOM Tepanmuu YacToTa capkoMbl Kamomum B HacTosiee Bpems
coctaBisier MeHee 1% (B CIIIA ona npomomkaer ocraBaThes Haubosee
pacnpoctpaHeHHON omyxoybio cpenu OonbHBIX CIIMIom). Capkoma Karmomw,
accouunpoBanHas co CIIM/lom, MoxeT mopaxaTb JTUM(OY3Ibl U BHYTPEHHHE
OpraHbl W IIUPOKO TUCCEMUHHUPYET Ha pPaHHEW cTaguu 3a00JIeBaHMs, OJHAKO
OOJBIIMHCTBO MAIMEHTOB B KOHEYHOM WUTOT€ YMHUPAIOT OT OMMOPTYHUCTHYECKUX
uH(pEeKIui, HO He OT capkoMbl Kamorm.
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[TaTorene3. B 1994 r. y 6onpnoro CIIM/loM ¢ KOXHBIMU MPOSBICHUSMU
capkoMbl Kamnomm Obut naeHTu(UIupOBaH paHee HEM3BECTHBIN BUPYC repreca —
reprec-pupyc capkombl Kanmomm (KSHV), unu repnec-Bupyc denoseka 8-ro tuma
(HHV-8). BriocienctBuu OBIIIO YCTAaHOBJICHO, YTO HE3aBHUCHMO OT KIIMHHYECKOTO
tura capkoMbl Kanomm B 95% ciydaeB B KOKHBIX HPOSIBICHUSIX OOHAPYKUBAETCA
KSHV. Kak u Bupyc Ommreitna-bapp (EBV), KSHV otHOCHTCS K TIosiceMencTBy
y-T€pIECBUPYCOB. Y CTAHOBJIEHO, YTO OH TMEpPEJAeTCs IOJIOBBIM IIyTEM, HO
BO3MOXHBI U IpyTUe MYTH (CO CIIIOHOM ), KOTOPHIE €I11€ HeJOCTATOYHO U3YUYEHBI.

[Ipucyrcrue KSHV npunsto cuutaTh 00s3aTEIbHBIM YCIOBUEM Pa3BUTHS
capkombl Kanoiiu, oJlHako Jjisi IpOrpecCUpOBaHUs OMYXO0JIM HEOOXOAUMO y4acTHe
ko(akTopa. Ckopee Bcero, UCTOYHMKOM Kodakrtopa sBisercs cam BUY, Ho
npupoaa kodakropa npu capkome Kamomm, He accoumupoBanHoit ¢ BUY, He
onpenenena. KSHV wunayuupyer nuTudyeckoe W JATEHTHOE HHQPUIIMPOBAHHE
IHIOTENHUATBHBIX KIETOK. BO3MOXKHO, YTO HH(PUIIUPOBAHUE UTPACT ONPEICICHHYIO
ponb B maroreHe3e capkoMbl Kanmomm. I[lutokumusl, cekperupyemsie BIHY-
WHOUIUPOBAHHBIMU  T-KJI€TKaMM  WJIM  BOCHAJIMTEIBbHBIMH  KJIETKaMH,
MUTPHUPOBABIIMMHU B OTBET HA JINTUYECKYIO MH(EKIUIO, CO3AAI0T MECTHYIO CpEy,
OnaronpusitHyto s npoiudepannu. KonupoBanusiii BupycoM G-0€l10K Takke
UHAYLHpYeT MecTHYIO0 npoaykiuio VEGF. B nateHTHO MH(GU IMPOBAHHBIX KJIETKAaX
oenku KSHV HapymarooT KOHTpOJIb HOpPMaJIbHOM KJIETOYHON Npoiaudepanud u
IpEeJOTBPALIAOT aloNTO3 MOCPEACTBOM MPOIYLIUPYEMBIX BUPYCOM HMHIMOMTOPOB
pS3 u BupycHoro romonora uukiauHa D. Takum oOpa3om, JIaTEHTHO
MH(UIUPOBAaHHBIE KIETKH NOJIYYaloT IPEUMYIIECTBO B pocTe. MecTHOE OKpYKEHHE
Tak)Ke OJaronpusTCTBYET KiIeTOYHOU mponudepanuu. OOHapyKeHUue pa3iINuHbIX
IIPOJYKTOB BUPYCHBIX I'€HOB OTKPBLJIO HOBBIE BO3MOKHOCTH TEPANEBTHYECKOTO
BO3/ICIICTBUS HA BHYTPUKIIETOUHBIE KMHA3BI U Apyrue munieHu. Ha panHux ctagusax
3a00seBaHUsl MH(MUIMPOBAHBI JIMIIb HEMHOTHE KJIETKH, HO Ha MO3JHUX CTaJMSIX
MPaKTUYECKU BCE BEpPETEHOOOpa3Hble KiIeTku omnyxojed Hecyr KSHV wu
HKCIIPECCUPYIOT MAPKEPHI KaK 3HJIOTEIUAIBHBIX KJIETOK, TaK U IJI1aJKOMBIIIEYHBIX
KJIETOK.

Mopdoaorus. B ciyyasx xpoHudeckoro 3aboJieBaHus (a UHOTJA U B IPYTUX
CUTYalLUSIX) PA3IMYAIOT TPU CTAAUU: TSATHO, OJSAIIKA U Y3€JIOK.

- IlarHa, wumeromme MBET OT KPacHOro 10 NYypPIypHOro, OOBIYHO
JIOKAIU3YIOTCA B JMCTAILHON 00JaCTH HUXHUX KOHEYHOCTeH. ['mcronormyecku
OOHapyXMBAaIOT JIMUIb PaCUIMPEHHBbIE, HENPaBUIBHOM (OPMBI COCYAMCTHIE
MPOCTPAHCTBA, BBICTIAHHBIC SHIOTEIUAIBHBIMU KIETKAMH, C pPaCcCEsHHBIMU
auM@doruTaMy, IJIa3MaTHYECKUMHU  KJIeTKaMu W Makpodaramu  (MHOTHA
coaepkamuMu  remocuzeput). Ilopaxenuss ObIBaeT TPYAHO OTJIMYUTH OT
IPaHyJISIMUOHHOMN TKaHMU.

- C TeueHueM BpEMEHHU MOPAKEHHUS PACIPOCTPAHAIOTCS MPOKCUMAIBHO U
CTAHOBSITCS KPYNHBIMU (DUOJETOBBIMU, NTPUNOJHATHIMU HaJ [OBEPXHOCTHIO
OJIAIIKAMH, COCTOSIIIMMHU U3 JE€PMAJbHBIX CKIIOJIEHUN pPACIIMPEHHBIX, HEPOBHBIX
COCYIUCTBIX KaHAJIOB, BBICTJIAHHBIX u OKPY>KEHHBIX KpYIHBIMU
BEpETEHOOOPa3HbIMU KJIETKaMU. MeXay KaHallaMd pacCesHbl MPOHUKIINE U3
COCYZIOB APUTPOLUTHI, HArpy>XEHHbIE TE€MOCHUIEPUHOM Makpoparu u Apyrue
MOHOHYKJIEaPHBIE BOCTIAJINTEIbHBIE KIETKH.
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- Co BpeMeHeM TMOPAKECHHSI CTAHOBSITCS Y3€JIKOBBIMH U MPHOOPETAIOT BCE
Oomnee BBIpaXEHHBIE HEOIUIACTHYECKUE Mpu3Haku. [lopakeHus Ha 3TOW CTaauH
COCTOSIT M3 IUIACTOB  NPONU(EpUPYIOIIUX  BEPETEHOOOPA3HBIX  KIIETOK,
pPAaCIlOJIOKEHHBIX B OCHOBHOM B JIEpME WM TNOJAKOXHOW TKaHu (puc. 12),
OKPYKAIOIIUX MEJIKUE COCYAbl M IIEIEBUAHBIE IPOCTPAHCTBA, COAEpPIKALIUE
sputpouuThl. [IpUCYTCTBYIOT OoJiee BBIpAXKEHHBIE TeMOpparusi, MUTMEHTaIUs
TEMOCHJICPMHOM M MOHOHYKJICApHOE BoOcHalieHne. YacTo BCTpedaroTcs (GUTyphI
MHUTO3a2 U OKPYIJIbIE PO30BBIC HUTOIUIA3MATUYECKUE TIIOOYJBI HEOIpEaesIeHHON
MPUPOJBL. Y3€JKOBasi CTaaus 4YacTO XAPAaKTEPU3YETCs BOBJICYEHUEM B IPOLECC

TUM(OY3JI0B U BHYTPEHHHUX OpPraHOB, OCOOCHHO MpH JHUMQOaaeHONMATHICCKON
Hou co CITN/Iom.
Y

Puc. 12. Capxkpma Kanommn

AHIMOCapKOMBbI

AHTMOCapKOMBI MPECTABISAIOT COO0M 3JI0KAaYECTBEHHBIE SHIOTEIHABHBIE
onyxoinu. WX  TUCTOJOTMYECKOE  CTPOEGHHE  BapbUpPyeT OT  XOpPOIIO
nudpepeHIUpPOBaHHBIX ~ HOBOOOPA30BaHMI,  HAMOMUHAIOIMIUX  T'E€MaHTHOMY
(reMaHruocapkoma), 10 aHaIJIACTUYECKUX HOBOOOPA30BaHUMN, TPYIHO OTIMUYUMBIX
OT KapUMHOMBI WM MeJTaHOMBI. Yalle omyxoJib pa3BUBAETCS Y B3POCIBIX CTAPLIETO
BO3pAcTa, COOTHOUIEHWE MYKUYMH U JKEHIIUH OJIMHAKOBO. OIyX0Jib MOKET UMETh
JT00YI0 JIOKAJTM3AIINI0, OJTHAKO, KaK MPAaBUIIO, PA3BUBACTCS B KOXKE, MITKUX TKaHSIX,
MOJIOYHOM KeEJIe3€ U NEUCHMU.

AWTHOCapKOMBI TEUEHH aCCOIMUPYIOTCS C BO3JICUCTBHEM KaHIIEPOTEHOB,
BKJIIOUYAs. MBIIIBSAK (COAEPXKAIIMICS B MECTUIMIAX), TOPOTPACT (paJlUOaKTUBHOE
KOHTPacTHOE BELIECTBO, paHEE WCIOJIb30BaBIllIeecsd Ui BHU3yallM3aluu) U
MOJMBUHWIXJIOPUJ (IIUPOKO MPUMEHSIEMbIA IJIACTUK). [l BCeX 3TUX areHTOB
XapaKTEePeH JTUTEIbHbIN JTAaTCHTHBIN EPUOT MEXK1y HHULIMAIBHBIM BO3/IEHCTBUEM
U pa3ButhueM omnyxoju. [loBbIlIEHHass YacToTa AaHTHOCAPKOM Y  JIHII,
npodeccuoHanbHas JIeATebHOCTh KOTOPBIX CBSI3aHA C TOJUBUHWIXJIOPUIOM,
CIIY’KUT HArJISITHBIM IPUMEPOM XUMHUUYECKOTO KaHIIEPOTeHEe3a y YeJIOBEKa.

AHTHOCapKOMBbI MOTYT BO3HHMKATh Takke mpu aumdpeneme. Kiaccuueckwii
TUI — 3TO PA3BUTHE OMYXOJM BEPXHEHM KOHEUYHOCTH HA TOW K€ CTOPOHE, T
HECKOJBKO JIET Hazaj ObUla MpOBEJACHA paJuKadbHAs MAaCTIKTOMHUS (T.e. C
pesexiueit TMMQoy3JIoB) TIO MOBOY paka MOJIOYHOM keme3bl. [IpenmnonoxuTensHo
WCTOYHUKOM  Pa3BUTHS  OMyXOJW  CIyXarT  JauM@aTuueckue  COCYyJbl

(JiumdaHruocapkoma).
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AHTHOCapKOMBI HHAYIUPYET TakKe o0MydeHue. B penkux ciydasx omyxoniu
aCCOLIMMPOBAaHbl C YYXKEPOJHBIM MAaTE€pUAJIOM, BBOJAMMBIM B OpPraHU3M C
TEPANEBTUYECKON LIEJIBIO WM CIIyYalHO.

Mopdonorus. KokHble aHTHOCapKOMBI CHayana MpPEACTaBISIIOT COOOM
OOMaH4YMBO HEOOJbIINE OECCUMITOMHBIC, HO PE3KO OTTPAHUYEHHBIE U YaCTO
MHO>KECTBEHHBIE Y3€JIKHM KPAacCHOro LBETAa. BOJBIIMHCTBO M3 HUX CO BpPEMEHEM
YBEIUYHUBAIOTCA, 00pa3ysl KpyIHbIE MSCUCTBIE MACChl OT KPACHO-KOPUYHEBOTO 0
cepoBaTo-0enoro 1eta (puc. 13). X kpast HE3aMETHO CIIMBAIOTCS C OKPYKAIOLIUMU
CTpyKTypamu. B nieHTpe yacto 00pa3yroTcst o01acTu HEKpo3a U reMopparuil.

[lon MHKpPOCKOIIOM MOHO BHJETh BCE cTeneHu uddepeHIUpPOBKU
ONyXOJM: OT  BBICOKOAM(PPEPEHUMPOBAHHBIX  ONyXOJIEH C  KPYNHBIMH,
AQHAIUIACTUYECKUMH, HO PAaclO3HAaBa€MbIMU  DJHJOTEIHAIBHBIMU  KJIETKaMH,
o0Opa3yromumMu COCYIUCTBIC KaHAJIbI (puc. 14), 10 COBCEM
HeAUPPEepeHIIMPOBAHHBIX OMYXO0JEH, He UMEIOUINX COCYIOB U CILIOIIb COCTOSIINX
U3 BEPETEHOOOPAa3HbIX KJIETOK. DHJIOTEIHAIBHOE MPOUCXOKICHUE 3TUX OIyXOJel
MOJKHO YCTaHOBHTH ¢ TIoMoIbio MmapkepoB CD31 b dakropa BuneOpanma.

3akioueHue

Takum 00pa3oM, CapKOMBbI SIBJIIIOTCS TPYIOW arpecCHUBHBIX OMYXOJIEH ¢
00aBIIIIM MOP(}OTOTHIECKUM Pa3HOOOpa3HeM, XapaKTePU3YIOTCS MMPOTPECCHBHBIM,
HMHOT/Ia B3PBIBHBIM, U B 00IIIeM ciiydae 0osiee OBICTPBIM, YeM Y KJIACCHUYECKOTO paKa
POCTOM OITyXOJM. 3aHUMAIOT BTOPOE MECTO TMOCIEe paka Cpeay 3710KauyeCTBEHHBIX
3a00JIeBaHUM 110 YUCITY JETAIbHBIX UCXOJIOB.
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