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Knaccnpurkanus :xupoBoil TKAHM !
e Oypslil xup (heranbHbIN);
e Oenblif )Kup (B3pOCIIBIi).

bypasa sicuposas mxans:

BbIpakeHa y wiageHneB (5% ot
MAacChlI TeJIa) U IeTeH;

CO BpEMEHEM 3aMelIacTCsi OeIbIM
KHPOM;

COXpaHSeTCI y  B3pPOCIBIX B
MEKJIOIIAaTOYHOM  oOjacTH,  Iee,

CPENOCTECHUH, MOJIMBIIIICYHOU

BMAJINHE, 3a0pIOIMIUHHOM

MIPOCTPAHCTBE;

J0JIbYATO-)KEJIE3UCThI  BUA,  OT

KPaCHO-KOPUYHEBOTO hi ()

KOPUYHEBOTO I[BETA;

MOJIMTOHAJIbHBIE KJIETKU c

anua0pUILHON IIMTOTIJIA3MOM,

MHOKECTBOM DPAaCIOJI0KEHHBIX B HEM Bypas xupoBast TkaHb

MEJKHUX JKMPOBBIX BaKyoJed U

MUTOXOHJPHI, Yalle HEeHTPAJIbHO JIOKAJTU30BAHHBIM OKPYTJIBIM SJIPOM;
aJIMIIOLUTHI OYpOro *kupa B 4-5 pa3 MEHbLIE KIETOK OEJIOro Xupa;
0oJiee rycrasi KalusuisipHasi CeTb.

benaa HCUpoean mKaHbv: » -\ ( -~ <— y .
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[ATOIJIa3ME TIPU THUCTOJIOTHUECKON 00paboTKe MaTepHaia;

SIPO MOXKET UMETH IICHTPAIIbHYIO BaKyOJIb.
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Kaaccupukanus agunouutapubix onyxojeit (WHO, 2013)

Jlobpokauecmeennuvie:
e Jlunoma 8850/0
JIunmomaro3
JIumomaTo3 HepBa
JIumoonacroma 8881/0
Anruonurnoma 8861/0
Muonunoma 8890/0
XonapouaHas aunoma 8862/0
Beperenoknerounas/mieomopdHas munoma 8857/0
['uGepuoma 8880/0

Ilpomesrcymounvie (noxkanvHo azpeccusole):
e ATunuyHasg JuroMaro3Has onyxoiab 8850/1

3nokauecmeennvle:
o JlenuddepenunpoBanHas aunocapkoMa 8858/3
e MuxkcouHas qunocapkoma 8852/3
e [Ineomopduas munocapkoma 8854/3

Jlumoma

Jlunoma — noOpOKAUYECTBEHHAS] OMYyXOJb, COCTOSIIAs U3 3PEJbIX OeNbIX
aJUIOIUTOB C MOHOMOP(HBIMHU SiApaMu, HATOMUHAIOIMIMMU HOPMaJbHBIN Oemblil
KUP.

Inudemuonocusi:
e HauOoJiee paclpoCTpaHEHHas OIyXOoJib MSITKUX TkaHed — 16% Bcex

ME3eHXHUMaJIbHBIX HOBOOOPA30BaHUIA;

e HauOoiiee yacTo BcTpedaeTcsi B Bozpacte ot 40 mo 60 ner;
® [I0JI0Basi U 3THUYECKAs MPEIPACIIONOKEHHOCTH HE YCTAHOBJIEHBI,
e 5% ManuMeHToB UMEIOT MHOKECTBEHHBIE JTUTIOMBI.

Jlokanuzayus:
e OOBIYHO JIMIIOMBI PACIIONIOKEHBI TMOJKOXKHO (YaIrle TYJIOBHINE, CIIUHA, IIes,
peKe Ha KOHCUHOCTSIX U 3a0PIOITHHHO);
® TIyOOKO PACTOJIOKECHHBIE JTUTIOMBI, KOTOPHIE BO3HUKAIOT BHYTPU WU MEXKITY
CKEJICTHBIMH MBIIIIAMH, HAa3bIBAIOTCS BHYTPHUMBIIIICYHBIMU u
ME>KMBIIIICYHEIMU COOTBETCTBEHHO;



BHYTPHUMBIIIICYHAsT JIUTIOMA JIOKAIU3YETCS B CKEJIETHBIX MBIIIAX O0JacTH
TYJIOBUIIA, TOJIOBBI U II€H, BEPXHUX U HIDKHUX KOHEYHOCTEH;
MEKMBIIIICYHAs JIMTIOMa YaIlle BCEro BO3HUKAET B IMepeaHeH JacTu OpIOIIHOM

CTCHKH,
JuTnoMaTo3Has TpoJudepalis CHHOBHAILHONW MEMOpaHBl XapaKTEpHU3yeTCs
YKUPOBOU MH(PMIIbTpAIE TTOICHHOBAIbHON COCTUHUTEILHON TKaHU;
peTpornepuTOHeabHAs JUIIOMAa — O4YEeHb peaKas OMyXojb, TpeOyromas
MOJIEKYJISIPHOTO U3YYEHHUS.

ITonkoxHbil y3en. JIunoma

Knunuueckue ocobennocmu:

00BIYHO 0€300JI€3HEHHOE Y3JI0BOE OITyXOJICBHIHOE ITOABHKHOE 00pa30BaHMUE;
00JIe3HEHHOCTh MOKET OBbITh OOYCJIOBJIEHA CHaBJICHUEM MepUPEepUUECKUX
HEPBOB OITyXOJIbIO OOJIBIINX Pa3MEPOB.

Maxpockonuueckoe onucanue:

y3JI0BO€ 00pa30oBaHUE C YCTKUMHU TPaHUIIAMH;

30JIOTUCTO-XKEJITasi IOBEPXHOCTH pa3pe3a (MOXKET OJIeAHETh Tocie (PUKCAINH),
CaJILHLIN OJIECK;

HaJIMYUE TOHKOH KarcyJIomoa00HOH MEMOpaHBI,

MOTYT OBITh HEKHOBOJIOKHHCTHIC CEIITHI,



® KOHCHCTCHIIHS Yallle MSTKO-JIACTUYHAs, MPU Pa3UYHBIX BapUAHTAX MOXKET
oTJIMYaThcs (Harpumep: GuOPOIUIIOMBI 00Jiee TIOTHBIE BBUIY BBIPAKEHHOTO
(hbuOpPO3HOr0 KOMITIOHEHTA);

¢ BHYTPHMLIIICYHBLIC JIMIIOMBI MOT'YT UMCTh MCHCC YCTKHEC I'PaHUIIEbI.

HNHTpamyckyisipHas nunoma

Muxpockonuueckoe onucanue:
® COCTOMT U3 JI0JIEK 3peJIoi KUPOBOM TKaHU O€3 MPU3HAKOB aTUIINU;
® [IOJIMTOHAJIBHBIE Pa3MEpPHI KIETOK OITyXOJIH;
® Hajgu4he TOHKOW COeIMHUTEIbHOTKAHHOMN Karcybl (IICEBIOKAICYIIbI);



B PEIKHX CIIy4asX JIMIIOMBI COAEpPKAT OYarw 3pejoro THAJIMHOBOTO XpSIIa,
METAIIACTUIECKOW KOCTHOM TKaHU WJIW M TO, U Apyroe (0003HA4YarOTCS Kak
XOH/JIPOJIUTIOMBI, OCTEOJIUIOMBI);

Y HATMYUHU OOMIIBHOTO (PMOPO3HOTO0 KOMIIOHEHTA — GUOPOIUTIOMa;

JUTIOMBI ¢ OOJIBIIMM  KOJUYECTBOM MHKCOUIHOTO KOMIIOHEHTa (TaK
Ha3bIBAEMBIC MHUKCOJIMIIOMBI) SIBJISIFOTCS BapHaHTOM BEPETECHOKJICTOYHOM
JIUTIOMBI;

BHYTPUMBIIIICYHAST JIMIIOMa MOET OBITh XOpOILIO OTTpaHuYeHa oT
OKPYXAIOIIUX  CKEJETHBIX MBI, OJHAKO  dYalle BCEro  HMeEeT
UHOUIBTPUPYIOIIUNA POCT C MPOHUKHOBEHUEM 3PEIbIX AIUIMOIUTOB MEXKIY
MBIIICYHBIMA ~ BOJIOKHAMH, KOTOpBIE HEpenko artpodupyrorcs (ciemyeT
OTMETHTh, YTO CApPKOIUIA3MATUYECKUE THUTAHTCKUE KJICTKA HE JIOJDKHBI
UHTEPIPETHPOBATHCS KaK aTUITHYHBIE).
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XOoHApoaunoma



Hmmynogenomun:

noJjoxkuTenbHas sxkcrnpeccus S100, leptiny HMGA2.

MOﬂeKyJZﬂpHo-uumoeenemuuecme onucaHue.

55-75% OOWHOYHBIX JIUTIOM C UUATON€HETUYECKUMU AQHOMAIUSIMU HUMEIOT
nepectpoitku HMGA2 / HMGIC B 12q13-15, onHako ¢ HUMH HE CBSI3aHbI
HUKAKUE KIMHUKO-TIATOJIOTMYECKHE OCOOCHHOCTH;

pa3BUTHE KUPOBOM TKaHU KoHTponupyercs reHoM CHOP, kotopslii
obecrieunBaetr nuddepeHMpoBKy GUOPOOIACTOB B aIUTMIOIUTEI M OCTAHOBKY
pocrta;

MHOKECTBEHHBIC JINTTOMBI 0OBIYHO UMEIOT HOPMAJTLHBIN (PEHOTHIT.

lIpocnos:

PEAKO PEeUUIUBHPYIOT, 32 UCKIIOUCHHEM HHTPAMYCKYJSIPHOW JTUTIOMBI (BBHITY
UHQUIBTPUPYIOIIETO POCTA).

Jlunmomarto3s

Junomamo3 — nuddy3Hoe paspacTaHue 3peor KUpPoBoM TkaHU. Hmeer

MHOECTBO KJIMHUYECKUX (POPM B 3aBUCHMOCTH OT aHATOMHUYECKOM JIOKIM3AllUA U
MOXKET TOPaKaTh pa3INIHbIC aHATOMUYECKHE 00JIaCTH Tea.
Dnuoemuonozus:

1 y3HbINA TUITOMATO3 OOBIYHO BO3HUKAET Y JIUI B BO3pAcTe MEHee 2 JIET, HO
MOXKET TAKKE Pa3BUBATHCS U Y B3POCIbIX;

Ta30BbIM JTUIIOMATO3 Yalle BCEro MOPaXaeT YEPHOKOKUX MY>KUYHUH B BO3pacTe
oT 9 o 80 neT;

CUMMETPUYHBIN JIMIIOMAaTO3 BCTPEYAETCS Yy MYKUYMH CpPEIHEro BO3pacTa
CPEIU3EMHOMOPCKOIO MPOUCXOXKICHUS; Y MHOTHX NAI[MEHTOB B aHaMHE3€
burypupyrot 00J€3H1 EYEHU UJIU Ype3MEepHOE yOoTpeOIeHNEe alKOTOJIs;
CTEPOUJHBIM  JIMIIOMATO3 pPa3BUBAETCs y MAlUEHTOB, MNPUHUMAIOUIUX
TOPMOHAJIBHBIC TIpenapaTbl WM TMPU TOBBIIIEHUHW YPOBHS DHAOTEHHBIX
aJAPEHOKOPTUKOCTEPOUIOB;

munonuctpodusi 4yacto BcTpewaeTcss y BHUY-MonoKuTEIBHBIX MTAIMEHTOB,
NPUHUMAIOLIUX aHTUPETPOBUPYCHBIE MPENAPATHI.

Jloxanuzayus:

i dy3HbIA JTUIIOMATO3 MOXET MOpaXkaTh TYJOBHILE, OOJBIIYI0 YacTh
KOHEYHOCTH, TOJIOBY W IICH, KUBOT, Ta3 WIM KUIIEYHBIA TpakT. OH MOXKET
OBITH CBSI3aH C MAaKPOJAKTUIIMCH WM TUTAHTU3MOM TIaNIbIIa;

CUMMETpUYHBIA Junomaro3 (6onesnr Manenynra (Madelung), cuaapom
Jlonya-benco (Launois-Bensaude)) mnposiBasieTcss B BHAE CHMMETPHYHOTO
OTJIOKCHHUS )KUPOBOM TKAHU B BEPXHEH 4acTH Tela, 0COOCHHO IIee;

Ta30BbIA JIUIIOMaTo3 — Jud(y3HOE CKOIJICHUE J>KUPOBOM TKAHU MEXKITY
MOYEBBIM ITy3bIPEM, MPSIMON KHIIKOW U KPYITHBIMH COCYAaMU;
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® CTEpOMIHBIM JIMIIOMATO3 XapaKTEpU3yeTCsl HAKOIUICHWEM >KUPOBOW TKaHU B
BEpXHEH 4YacTu Tena (JIMLo, wes, o0nacTe Ipyan) TakkKe MO LEHTPY CIIHMHBI
(«rop6 OytiBosax / «buffalo humpy);

e 1npu BUY-accomumpoBanHOi JUMOAUCTPOPUH, KaK MPAaBUIO, HAKAILIMBACTCS
BHUCLEPAIBHBIM JKHP, TAKKE OTMEUYAETCS OTIOXKEHUE KUPOBOM TKAaHU B
o0JiacTH rpyiu, IEH.

Knunuuecxue ocobennocmu:

® Ppa3IMYHbI B 3aBUCUMOCTH OT JIOKAJIU3ALUH;

® OTJOXEHHUE JKUPOBOM TKAaHM B OOJACTH IIEU MOXKET BbI3BaTh OOCTPYKIIHIO
JBIXaTEJIbHBIX ITyTEH, CTEHO3 KPYITHBIX COCYJIOB;

® [IpU Ta30BOM JIMIIOMATO3€ PA3BUBAIOTCS 3aTPYJHEHUS IPH MOYEHCIYCKaHUH,
3a1opkl;

® [IpU CTEPOUAHOM JIMIIOMATO3€ BO3MOKHA KOMIIPECCUSI CIIMHHOIO MO3ra, 4YTO
TpeOyeT XUpyprudeckoro BMEIaTeIbCTRA.

Maxpockonuueckoe onucanue:
® BHEHIHWU BUJ UICHTUYEH HOPMAIBHOW JKUPOBOW TKaHU;
® MAaKpOCKOIHMYECKas KapTUHA OJMHAKOBA JIJIS BCEX MOJATHUIIOB;

® [UI0OXO OTTPAHUYCHHBIE YYACTKH MSTKO-3JIACTUYHOM >KMPOBOM TKaHU >KEITOTO
IIBETA.

Mukpockonuueckoe onucanue:
® HJICHTUYHOE TMCTOJIOTMYECKOE CTPOCHHE JIJISl BCEX MOATHUIIOB;
® COCTOWT M3 JOJEK 3pPEJON KXUPOBOM TKaHU, KOTOPHIE MOTYT IPOHUKATH B
COCeHUE TKaHH (HapHUMep, CKEJIETHYIO MYCKYJIaTypy).

Monexynaprno—yumozenemuueckoe onucanue:
® y IMANMEHTOB C CUMMETPUYHBIM JIMIIOMATO30M OINPEIEISETCS MYTalHs
mutoxosapuansHon JJHK;
e HSKcrnepuMeHTanbHoe ykopaunBanue reHa HMGA?2 (panee HMGI1C) y Mmbrueit
MPUBOJANT K COCTOSTHUIO, CONOCTABUMOMY € Ta30BBIM JIMIIOMATO30M YEJIOBEKA.

lIpocnos:
® BCE BHU/IBI JUIIOMATO3a UMEIOT CKJIOHHOCTh K PELIMAUBY MOCIIE XUPYPTrUUECKOTO
yAAICHUSL.
Jlunomaro3s HEpBa
Jlunomamo3 nepeéa — uVHPWIbTpALM DSNUHEBPUS HEpBa KUPOBOU U

¢ubpo3HON TKaHblO. TKaHb pacTET MEXJy HEPBHBIMU MYYKAMH U BOKPYT HHX,
BBI3bIBAsl YBEIMYEHUE MTOPAKEHHOTO HEPBA.
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CuHoHUMbL: bubpoumomaro3Has ramapToma; munopudpoma;
¢ubponunomaros; UHTpaHEBpaIbHAs JUIIOMAa CPEAMHHOTO HEPBA; MEpUHEBpATIbHAS
JUTIOMa.

Dnuoemuonocus:
® yarie y JeTeH u MOJIOJIbIX;
® BO MHOTHX CJIy4asx MOPaXEHUE SBISETCS BPOXKICHHBIM;
® CBSI3aHO C MAaKPOJAKTHIIMEN;
® HEKOTOpPBIC aBTOPHI PACIICHUBAIOT IMMOPAKCHHUE KaK raMapTOMY.

Jlokanuzayus:
® CpEIMHHBIA HEPB U €r0 BETBU MOpaXkaroTcs yaille Bcero (85% ciyyaen);
® JIOKTEBOM HEPB;
® pEAKO BO3HUKAIOT aHAJIOTUYHbBIC TOPAXKEHUS HA CTOIIE.

Knunuuecxue ocobennocmu:
® T[IOCTETNICHHO YBEIWYHUBAIOUIMECS pa3Mepbl 00pa30BaHUS BEPETEHOOOpPa3HOM
(hOpMBI B TPOCKITUH TIOPAKESHHOTO HEPBA,
® MOXET MPOTEKATh OECCUMITTOMHO;
® BO3MO’KHBI CEHCOpPHBIE U JIBUTATEIbHBIC HAPYIIICHHUS.

Maxpockonuueckoe onucanue:

® BEpeTEeHOOOpa3HOE pacCHIMPEHHE HEpBa KHPOBOH TKAHBIO KEINTOrO IIBETA,
OTPaHHYEHHOE SITUHECBPHUEM.
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JIumomaro3 HepBa

Muxpockonuueckoe onucanue:
e upHWIbTpAIMA OJNUHEBPUS U TIEPUHEBPHUS IKUPOBOW M  BOJOKHUCTOU
COEIMHUTEIBLHOW TKAHBIO, BBI3BIBAIOIIASl YBEJIMUEHNE HEPBA;
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® KOHIICHTPUYECKOE pa3pacTaHHe TMepUHEBpadbHOU (PUOPO3HONW TKaHU C
o0pa30oBaHUEM JIyKOBUUHBIX CTPYKTYP;
® U3pe/Ka ONPENEAIOTCS (parMEeHThl METAINIACTUYECKON KOCTH.
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JIunomaro3s Hepsa

Ilpocnos:
e 0OPOKAUYECTBEHHOE MOPAKEHHE,
e XHpPYPTHUYECKas JKCIU3HS BBI3bIBAECT CEPHE3HBIE MOBPEKICHUS BOBJIECUYEHHOTO
HEPBA;
e OCBOOOXKJEHHE TYHHEJIBHOTO KaHajda MOXXET 00JIErYUTh CUMIITOMBI TTOPAKEHUS
CPEAUHHOTO HEPBA.

JIumoo6Ji1actoma

Jlunoénacmoma — nOOPOKAYECTBEHHOEC HOBOOOPA30BaHWE W3 HE3PEIBIX
KHUPOBBIX  KJIETOK  (MPEaAMIONUTOB, JIUMOOJACTOB), TMPEACTABIsET  COOOMU
JOKaIM30BaHHY0 Wik AuGdy3Hyro (IMIo0JacTOMATO3) OMYyXOJb C TEHIAEHUUEH K
MECTHOMY PElUINBUPOBAHUIO MTPH HEPAJTUKAILHOM YIAJICHUU.

Snuoemuonoausi.
® pexkas;
® BO3HUKACT NMPEUMYIICCTBCHHO B MJIAJCHUESCKOM W paHHEM JICTCKOM BO3pacTe,
90% w3 HUX — B BO3pacCTe JI0 3 JIET;

e npeobsagaeT Myckoi moi (2:1).
14



Jlokanuzayus:

TYJIOBHUIIIE U KOHEYHOCTH YaIlle BCETO;
peke B 3a0pIONIMHHOM MPOCTPAHCTBE, CPEAOCTEHUH, IIee, MAPEHXUMATO3HBIX
opraHax.

Knunuueckue ocobennocmu.:

MOBEPXHOCTHO PACHOJIOKEHHAs JIMTTOOIACTOMA UMUTHPYET JIUTIOMY;
muddysHas aunoOiaacToma JIOKaJIU3yeTcs rIyoxe U UMeEET
UHQOUIBTPUPYIOLTUN POCT;

OMyXOJIb MOXET CIaBIIMBAaTh COCEAHHE OpPTraHbl W CTPYKTYpPHI, Hapylias HuX
GyHKIHIO.

Maxpockonuueckoe onucanue:

o0br9HO He Oonee 5,0 cM B AuameTpe;

MSTKO-3JIaCTHYHAsI JI0JIbUaTas TKaHb OT OEJIOro, >KEJITOr0 JO0 KOPHYHEBOIO
LIBETA;

MOJKET UMETh 30HbI MUKCOHIM3AIMH, KUICTO3HOCTH WJIH pa3pacTaHMsl >KHPOBOU

JIunoo6acroma

15



Muxpockonuueckoe onucanue:

JOJIbKM M3 aJUMOLMTOB Ha PA3INYHbIX CTAIUAX AUPGHEpEHIUPOBKHU, BKIIIOYAS
MpEeaJUIOLUThI, JUMOOIACThl U 3peible aJUIONUTH B LIEHTPAIbHOM 4YacTH
(30HaNBHAS CTPYKTYpa CO3pEBaHMUS);

JOJIbKU  pazjiesieHbl (UOPO3HBIMU TEPErOpOJIKAaMHU, KOTOPHIE MOTYT OBITh
KJICTOYHBIMU;

MIEKCU(OPMHBIN COCYAUCTHIN PUCYHOK;

MUKCOUJIHAs cTpoMa (BapruabenbHO);

BO3MOXKHa (ubpobiacTuueckass mpoiudepanus ¢ OTIOKEHHEM KoJUlareHa,
XOHIPOUJHAS METaIjia3us, SKCTPaMeIyJUIIPHBIA TEeMOI033, XPOHUYECKas
BOCHIAJINTENbHAST MHQUIBTpPAIMS U PACCESHHbIE TUTAHTCKHUE MHOTOSIIEPHBIC
«uBetounble kiaeTku» (giant florid cells);

MUTO3bI BCTPEUAIOTCA PENIKO, 0€3 MaTONIOrHuecKux Gopm;

HaroMuHaeT (eTaabHbINA KUP, MUKCOUIHYIO JTUTIOCAPKOMY.

auno0jacToMaTo3:  JIOJbYATOCTh  MEHEE  BBIpAXKEHAa;  HHQPUIBTPUPYET
CKEJICTHBIC MBITIIIIHI.

JlunoGnacToma. Y4yacTku MUKcouau3anuu u pudposa
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JIuno6macToma. AUIIOIUTSI, JIMITOOJIACTHI M ITPEAUIIOIUTHI

Hmmynogenomun:
e nonoxutenbHas skcrpeccus S100, CD34, desmin.

Monexynapno—yumozenemuyeckoe onucanue:
® CTPYKTYpHBIE TEpPECTPOMKH (OCOOCHHO TpaHCIOKAIMM W  HHBEPCHUH)
XPOMOCOMBI 8 BCTPEYAIOTCS IOUTH BO BCEX OIMYXOJISIX;
e PLAGI sBnsercss 1eleBbIM T€HOM B BBIIICONMCAHHOM YYacTKe, U €ro
CBEPX3KCIPECCHs MPU3HAHA JIEKALEH B OCHOBE ITATOI€HE3a OITYXOJIH.

Ilpoenos:
e 100pOKaYECTBEHHAS;
® OIaronpUATHBIA MMPOTHO3 MOCIE SKCITU3NN;
e peruauBbl B 13-46% ciyuaeB (MOKET ObITh CBA3aHO C HETIOJHBIM yIAJICHUEM).

AHTHOJUIIOMA

Aneuonunoma — TOIKOXKHBIA y3€l, COCTOSIIMI M3 3pENbIX aJUIOLMTOB,
TOHKOCTEHHBIX COCYAOB KalMIJISIPHOTO TUIA C HATMYUEM B IIPOCBETAX HEKOTOPHIX U3
HUX (pUOPUHOBBIX TPOMOOB.

Inuodemuonozusi:
® [I03AHUM NOAPOCTKOBBIM U MOJIOJIOM BO3PACT;
® y4ale BCTPEUYAETCSA y MYXKYMH;
17



e B 5% cnyyaeB HacieayeTcs 1o ayTOCOMHO-IOMUHAHTHOMY THITY.
Jlokanuzayus:
e U3MIO0JIEHHAs JIOKAIU3alus — KOHEYHOCTH, peXke TYJIOBUIIIE;
® BHYTPUMBIIICYHbIE TEMAHTHOMBI (paHee W3BECTHbIE KaK «UHOUIBTPUPYIOLINE
AHTHOJUIIOMBD?), a TAKXKE TAK HA3bIBAEMbIE AaHTHMOJIMIIOMBI TAPEHXUMATO3HBIX
OpPraHOB WM LEHTPaIbHOU HEPBHON CHCTEMBI 00Jiee YMECTHO paccMaTpUBaTh
B KOHTEKCTE T'€MaHIMOM.

Knunuueckue ocobennocmu:
® YaIle BCEro MHOYKECTBEHHBIE MEJIKHE MOJIKOKHBIE 00JIC3HCHHBIC Y3IIbI;
® KOppeNIsmus MEXIy HWHTCHCHBHOCTBHIO OOJEBOTO CHHAPOMA M CTCIICHBIO
BACKYJISIPU3AIIMU HE BHISBIICHA.

Maxpockonuueckoe onucanue:
e MHKAICYJUPOBAHHBIN y3€JI B MOJAKOXHO-KUPOBON KIIETYATKE;
e HeOoubIue pazmepsl (<2,0 cm), KeATO-KPACHBIH 1IBET.

Muxpockonuyeckoe onucanue:
e OOBIYHO COCTOSIT W3 3pENbIX AaJUIOIUTOB M TOHKOCTEHHBIX COCYJOB
KaMWUIIPHOTO THUIIA, YACTO C HaTu4YreM (UOPUHOBBIX TPOMOOB B IMPOCBETE;
e BacKyJisApu3alus 0oJee BhIpakeHa B MOAKAICYJIbHON 00J1acTH;
® MOIYT ONPEAENSAThCA TOJCTOCTEHHBIE COCYAbl C MEPHUIMTAMH, OCOOCHHO Ha
nepudepuu OMmyXxoiu;
® COOTHOUIEHUE aJUIIOLUTOB U COCYAOB MOKET BAPbUPOBATH;
® HEKOTOPbIE OMYyXOJM TOYTH TOJHOCTBIO COCTOST M3 COCYIOB (Takue
«KJIETOYHBIE)» aHTUOJIUIIOMBI ciieyeT AuddepeHurnpoBaTh ¢ aHTHOCAPKOMOM U
capkomoii Kamorm).
Bl T e
e
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Monexynapno-yumozenemuyeckoe onucauue:
e T[IOYTH BCEr/la HOPMaJIbHbIN KapUOTHII.

IIpoenos:
e J100pOKayeCTBEHHbIE, 0€3 TEHACHIIMH K PELUIMBUPOBAHUIO.

MuoaumnomMma

Muonunoma — noOpokadyecTBEHHAss BHEMATOYHAs OITyXOJIb, COCTOSIIAs W3
3pEJION JKUPOBOU TKAHU U TJIAAKUX MBIIIILI.

Dnuoemuonozus:
e UYpe3BbIYANHO pe/iKask OMyXOJb;
e BCTPEUAIOTCS Y B3POCIBIX, MPEUMYIIIECTBEHHO KEHCKOTO TI0JI1a.

Jloxanuzayus:
e TMPEACTABIACT COOOH TIIYOOKO PACIIOIOKEHHYIO OIMyXOJbh OPIOIIHOMN TOJIOCTH,
3a0pIOIIMHHON KIIETYaTKE WIIM ITaXOBOM 00JIaCTH;
e pEXKE BCTPEUYASTCS MOJAKOKHO B 00JIACTH TYJIOBHINA WJIH KOHEYHOCTEH.

Knunuuecxkue ocobennocmu:
e OITYXOJIM, PACIOJOXKECHHBIC B 3a0pIOIIMHHOM IIPOCTPAHCTBE, KaK IPaBUIIO,
0OHAPYKUBAIOTCS CIIyYaitHO.

Maxpockonuueckoe onucanue:
e TIIyOOKO PacIoIOKCHHBIC MUOJIMIIOMBI Yallle MMEIOT Oosbinue pasmepsl (10,0-
25,0 cm);
e TIOBEPXHOCTHBIC 0OPA30BAHUS XapPAKTEPHU3YIOTCS MEHBIITUM Pa3MEPOM,;
e OIYXOJIb TPEJCTABICHA KUPOBOM TKaHBIO C OEJICCOBATHIMU BOJOKHHCTBIMH
MIPOCIIOMKaMH.

Muonmunoma
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Muxpockonuueckoe onucanue:

3penasi  JKMpoBas TKaHb €  BapualOEIbHBIM  KOJMYECTBOM  3PENbIX
IJIaJIKOMBIIIIEYHBIX KJIETOK B KOPOTKHUX ITy4YKax;

OTCYTCTBUE aTUIIUU U MUTOTHYECKON aKTUBHOCTH;

OTCYTCTBUE JTUTIOOJACTOB, «IIBETOYHBIX KIETOKY;

muMpounHas UHOUIBTpALMS CKYyJHAas, 4Yalle B JIMIIOMATO3HOM KOMIIOHEHTE
Oy XOJIH;

OTCYTCTBHUE TOJICTOCTEHHBIX COCY/IOB, XapaKTEPHBIX ISl aHTUOMHUOJIUTIOMBL.

Hmmynogpenomun:

NO3WTHBHAs dKcmpeccuss Desmin, SMA moaTBepKaaeT IIaJAKOMBIIICUHYTO
i epeHInPOBKY;

u3penka skcnpeccust ER, PR;

HeratuBHas skcnpeccuss HMB-45.

Muomunoma

MOJZ@KyJZ}ZpHO—L;un’ZOZeHemu'{€CKO€ onucadue:

ormeueHbl u3MmeHeHnas HMGA?2.

Ilpocnos:

paauKalbHaA PE3CKUUA IapaHTUPYCT IMOJIHOC BBI3JTOPOBJIICHUC.
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XOoHIAPOUTHAS JIUIIOMA

XoHnopouonaa nunoma — J0OpPOKAYECTBEHHAs OMYyXOJb M3 JMIIO0JIACTOB U
aJUIOIMTOB, 3aKJIIOUCHHBIX B MUKCOUTHO-XOHIPOUIHBIN MaTPUKC.
Inuodemuonozus:
e BCTPEYACTCS KpallHE PEAKO;
e B 80% ciydyaeB nmopakaeT >KCHIIIH.

Jlokanuzayus:
e Kak MpaBUJIO, TNIYOOKO PAaCIOJIOKEHHBIE OMYyXOJIM C TMOPAKCHUEM CKEJIETHBIX
MBIIIIIL, TTYOOKOM MOIKOKHO-)KUPOBOM KJIETUATKH;
e YaIe B NPOKCUMAJbHBIX OTAEIaX KOHEYHOCTEH;
e pEeXe TMOPaXarTCid IUCTAIbHBIC OTAECIbl KOHEYHOCTEH, TYJOBWIIE, TOJIOBA,
mest, BKJIK0Yast oJIOCTh PTa.

Knunuuecxkue ocobennocmu:
e B OOJBIIMHCTBE ClIydyaeB 00pa3zoBaHHe CyObEKTUBHO 0€300JIC3HEHHOE;
e IIpH OOpAIICHUH MAMEHTHI OTMEUAIOT POCT B TCUCHHE HEJABHETO BPEMCHH;
e IIPH HHCTPYMCHTAIBHON BU3yaIM3allMK KapTHUHA IIPECTaBICHA HEOJHOPOIHOM
CTPYKTYpOH omyXxonw (4YepeloBaHHWE JMIOMATO3HOTO W  MHKCOHWJIHOTO
KOMITOHEHTORB), UTO OTJIMYAET €€ OT JIUIIOMBI.

Maxpockonuueckoe onucanue:
e XOpOIIO OYEPUYCHHBIN MHKANCYJIUPOBAHHBIA Y3€I;
e 0OenecoBaThIN/’KENTHIN IBET;
e pa3Mephl KoseomoTes B npenenax 2,0-7,0 cum.

Muxpockonuueckoe onucanue:

e IPOCIEKUBACTCS KANCYJIa, IEPUOAUIYECKH ONPENENAETCA T0IbYATOCTD;

e THE3Ja M LENOYKM MEIKUX U CPEIHEro pa3Mepa KIETOK C MHOKECTBOM
BaKyoJIell B IUTOIIa3Me, HAIOMHHAIOUIMX JUMIOOIACThI, XOHAPOOIACTHl WU
KJIETKM TMOEPHOMBI, 3aKJIFOUEHHbIE BHYTPH XOHJIPOMHUKCOUIHOTO MAaTpHUKCa C
BapuaOebHbIM KOJINYECTBOM 3penon XKUPOBOM TKAHH, penKo
METaIjIacTUYeCKON KOCTBIO;

e KJETKA OINyXOJU OOBIYHO HMEIOT sijipa CJIOXXKHOM (OpMbI, B TOM YHCIIE
u3orayteie, C-o0pazHoit Gopmbr;

e MHUTOTHYECKAsi aKTUBHOCTh OTCYTCTBYET JTUOO HU3Kas;

e OTCYTCTBHE 3p€JIOT0 I'MaJIuHOBOIO XPsIIa;

e OMyXOJb OOrata cocyfamu, BCIEICTBUE YETO HEPEAKU KPOBOUBIUSHUS;

e BHYTPUUMTOIUIA3MATHYECKUM  TJIMKOTE€H  IOJOKUTEIBHO  OKpAaIlIWBAETCS
peaktuBoM [lludda;

e HaJIMYUE XOHAPOUTUHOBBIX CyJIb(}aToB Mnpu HU3KOM pH MOXXHO BBISIBUTH C
MOMOIIBIO TOJYHJIHMHOBOTO CHUHETO U albIIMAHOBOTO CUHETO);
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OMYXO0Jb MOXET HAIIOMUHATh SKCTPACKEIIETHYIO MUKCOUIHYIO XOHIPOCAPKOMY

Y MUKCOUJHYIO JINTIOCAPKOMY.

. CripaBa Kkaricysa ormyxoJiu

XoHapouaHas JIUnoma

XoHapouaHas Jurnoma
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Hmmynogenomun:
e nonoxwurtenabHas sxcnpeccus S100 (srcnpeccus B auIoNMTax CHIIbHEE, YeM B
auno6iacrax), vimentin, peako — keratin;
e HeratuBHas skcnpeccus EMA.
Monexynapno-yumoeenemuyeckoe onucauue:
e perymsapHas XxpoMocoMHas TpaHciokarus t(11;16)(q13;p13).

IIpoenos:
¢ PAAUKAIBHOE XHPYPrUUECKOE YIAIICHUE, KaK MPABWIIO, MPUBOJUT K MOJTHOMY
BBI3IOPOBJICHHUIO;
e PEUUIUBBI PEIKH.

Beperenoxkierounasi/mieomopgHasi aunomMa

Bepemenoknemounas/nneomoppnas  aunoma —  100poKaveCTBEHHAS
OITyXO0JIb, COCTOSIIASI U3 CMECH 3PEJIbIX aTUIONUTOB M BEPETCHOBHUIHBIX KIETOK 0Oe3
cnerduuecknx ocodennocrer (bland). ITineomopdras numomMa IOMOTHUTEIHLHO
COJICP)KUT THTAaHTCKUE MHOTOSJICPHBIC KJICTKH Harmomooue «iBerouHbix» («florid-
like» cells).

Dnuoemuonocus:
® BO3HHUKAIOT Yallle BCETO y MY)KUHH,;
e crapiias Bo3pacTHas rpymmna (MearaHa Bo3pacrta 55 jer);
® pEIKO MOPKEHUE UMEET MHOKECTBEHHBIN XapakTep.

Jloxanuzayus:
® OOBIYHO MTOJKOKHOE PACIIOJIOKEHHE;
® [IPEHMYIIECTBEHHO B 00JIACTH 3aJHEH MOBEPXHOCTH IIIEH, CITUHBI U IIJICY, PEXKE
TOJIOBHI,
e KpaiiHe peaKO — B HYKHUX KOHEUHOCTSIX.

Knunuveckue ocobennocmu:
e (e300JIe3HEHHOE TTOJIKOKHOE 00pa3oBaHUE.

Maxpockonuueckoe onucanue:
® OT OKpPYIJIO-OBAJIBHOM JI0 TUCKOBUIHON (HOPMBIL;
® JKEJITOBATOrO WJIM 0€JIeCOBAaTO-CEPOTO 1IBETA;
e yaie Bcero 0osee MmI0THas, YeM OObIYHAs JIUIIOMA.
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Muxpockonuueckoe onucanue:

BapraOeIbHOCTh COOTHOIICHHS 3PENbIX aJUIOIMTOB W BEPETCHOBUIHBIX
KJIeTok 0e3 crnenududeckux ocodennoctei (bland cells), Brutors 10 mosHOTO
OTCYTCTBUS 3PEJIbIX KIIETOYHBIX JIEMEHTOB;

BEPETCHOBUIHBIE KJIETKM MHUTOTHYECKM HEAaKTHBHBI, HMEIOT MEJKHe
BBITSIHYTHIE TUTIEPXPOMHEIE SIJIpa, OKPY)KEHBI TOJICTHIMU «KaHATOOOPa3HBIMIY
(«rope-like») KomIareHOBHIMU BOJIOKHAMH JTHOO MUKCOUJIHBIM MaTPUKCOM;

B HEKOTOPBIX CIlydasX MOXHO OOHapyXWThb SJIEPHBI Tamucam u
T'MaJMHU3UPOBAHHBIEC COCY/IbI, KaK B IIIBAHHOME;

CTPOMa OITYXOJIM MOXKET OBITh BHIPAKEHO MUKCOUAU3UPOBAHHOI;

9acTO OOHAPYKUBAIOTCS TYYHBIC KIIETKH, THTAHCTKAE MHOTOSITICPHBIC KIIETKH C
pacrojioxkeHueM siep trma «iBeTouHbix» («florid-like» pattern);

OIMCaH BapHaHT C HAJIMYHEM IETICBUTHBIX POCTPAHCTB
(«TICeBIOAHTUOMATOHTHBII).

BepeteHokneTouHas tunoma 6e3 3peliblx aJunonuTOB
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b Bt

[Tneomopdnast nunoma. I'uranrckue «mBerounsiey» kieTku (giant «floridy cells)
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Beperenoknerounas munoma. MUKCOMIHBIN MaTPUKC

Hmmynogenomun:
® BepeTeHOBUIHBIC KIeTKHU dKcripeccupytor CD34, peaxo S100 moaoKuTeIbHBI.

Monexynaprno—yumozenemuueckoe onucanue:
e B 70% mytarmuu B 13( (MOHOCOMUS WIIM YaCTUYHAS TIOTEPS).

Ilpoenos:
e J100pOKaYeCTBEHHAS;
® paauKaIbHOE XUPYPTUUECKOE y/IaJIeHUE, KaK MPaBUIIO0, IPUBOJUT K MOJIHOMY
BBI3JIOPOBJICHHUIO;
® PEIKO peLUIUBUPYET.
I'mdeproma

T'ubepnoma — penkas n10OpOKaueCTBEHHAs] WHKAICYJIMpOBaHHAs U Ooraro-
BACKYJIIPU30BaHHAs OMYXOJIb JKUPOBOM TKaHU, COCTOSIIAs U3 Oyporo u Oenoro xupa
B pa3HbIX COOTHOIIEHUAX. Oyarn Oypoil »KUpOBOM TKaHM, MHOT/IA BCTPEUAIOILIUECS B
mieike MaTKH, TOIMBIIIEYHONH O0O0JacTH W JAPYrUX y4YacTKax, HE JIOJDKHBI
TPaKTOBAThCs KaKk THOEepHOMA.
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Anuodemuonozus:
® penkas onyxoib (1,6 % Bcex aaumonMTapHbIX HOBOOOPa30BaHUH);
e (0O0JICIOT MPEUMYIIIECTBEHHO MOJIOJIbIE JIFO/IH, Yallle MY>KCKOTO ToJa.

Jlokanuzayus:

® U3IO0JICHHAS JOKaIM3aIus — OeApo, Janee TYJIOBHUINE, BEPXHSS YacTh Tela,
KOHEYHOCTH U T'0JIOBA U IIes;

® [OPAKEHUS] MUKCOUJHOW U BEPETEHOKJIETOYHON MOpP(}OIOruu, Kak MpaBuIo,
BCTPEYAIOTCS HA 3aJIHEH MMOBEPXHOCTH IIIEH U IIJIeY;

e Menee 10% ciydaeB NpUXOIUTCS Ha 3a0pIOMIMHHOE PACIIONIOKEHHE, a TAKKe B
TPYAHOIN U OPIOIIHOM MOJOCTSX;

® ONHCaHBI CITyYad BHYTPUKOCTHOM JIOKATU3AIINH.

Knunuuecxue ocobennocmu:
¢ MCIJICHHO pacTyliasd, 66360]‘[63HGHH3§I, IMOABHIKHAA OITyXOJIb,
¢ IIPCHUMYIICCTBCHHO IMOAKOXHAs, BCTPCUACTCA BHYTPHUMBIINICYHAA JIOKAJIMU3alIHUA
(20%);
e Oonee KpymHbIE THOCPHOMBI MOTYT TMPUBOAUTH K MECTHOMY CIABICHHUIO
OKPYZKaronux TKaHEd W BBI3BIBATh KIIMHUYECKHUE OIACEHUSI OTHOCHUTEIHLHO
3JIOKaAYCCTBCHHOCTH IIPOLICCCA.

MCZKPOCKOI’ZUUQCKOQ onucanue:
¢ XOpOoHIo OTTPAaHUYCHHOC Y3JI0BOC 06pa3013aHHe;
¢ BbhIpaXCHHAs J0JbYaTOCTh,
® [BCT OT XKCITO-KOPUYHEBOI'O 10 KpaCHO-KOPHUYHEBOTI'O.

01808188 [

['ubeproma
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Muxpockonuueckoe onucanue:

B OIyXOJIM B Pa3jIMYHOM COOTHOIICHHH MPUCYTCTBYIOT Kak 3peiibie (Oenbie)
aJIATIOLIUTBI, TaK U OypBHIE;

Oypast )KupoBasi TKaHb COCTOMT M3 TOJMIOHAJIBHBIX KJIETOK C alliI0(PHILHON
[IUTOIUIa3MOM, MHOXKECTBOM pPACIIOJIOKEHHBIX B HHUX MEJIKUX IKHPOBBIX
BaKyoOJIe U MUTOXOHJIPHIA, IICHTPAIFHO PACIIOJIOKEHHBIM OKPYTIIBIM SIIPOM;
Oorarasi KamWUISIpHAsL CETh;

J0JIBKH pa3ziesieHbl BOJIOKHUCTOW COCAMHUTEIIHOM TKAHBIO;

OINMCaH BapuaHT THOCPHOMBI ¢ MHUKCOHJHOW CTPOMOM, BEPETECHOKIICTOYHBIM
KOMIIOHEHTOM, TOJICTBIMH TYYKaMH KOJUIATCHOBBIX BOJIOKOH, TYYHBIMH
KJICTKAMH ¥ OTCYTCTBHEM 3pENbIX aJIUIOIUTOB; BEPETCHOBHIHBIC KIIETKU B
JTaHHOW ommyXou 3kcnpeccupytor CD34;

MUTO3bI M IUTOJIOTMYECKAs ATUTIHSI BCTPEYAIOTCS PEMIKO.

Hmmynoeucmoxumuyeckuil penomun:

nosioxkutenbHas 3kcnpeccuss S100, UCPL, otcyrerBue akcnipeccun CD34 (3a
HCKITFOYCHUEM BEPETCHOBUIHBIX KIIETOK).

MOﬂeKyJZ}ZpHO'Z4Mﬂ102€H€WlM'i€CKO€ onucaHue.

aHaim3 FISH BbeIsIBUI  CHOXKHBIE TIEPECTAHOBKA C MHOXKECTBEHHBIMU
nepepsiBaMud B 11 XpomocoMe, KOTOpbIE MPUBOIAT K IOJOMKE T'€HOB-
cynpeccopoB onyxoinu MENT u AIP;

He OOHapy>keHo oTkiIoHeHui skcpeccun HMGA2 oT HOpMBI,

PPARA, PPARG, PPARGCI1A u ocobenno UCP1 neMOHCTpUPYIOT BBICOKHIA
YPOBEHB IKCIIPECCUU B THOEPHOME 10 CPABHEHUIO C KJIACCUUYECKOMN JTUTIOMOM U
3peJioN )KUPOBOM TKAHBIO.

lIpocnos:

n00pOKaYeCTBEHHAS OMyXOJIb;
palMKaJIbHOE XHPYPrHUECKOe yaajeHHUe, KaK MPaBUiIo, MPUBOJUT K TOJHOMY
BBI3/IOPOBJICHUIO.
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['mbeprnoma. bBypbie aaumonuTHI

ATHIIMYHAA JUIIOMATO3HAA OImyxoJib

Amunuunaa  aunOMamo3Has  Onyxoab  —  JIOKAIBHO  arpecCHUBHOE
ME3€HXMMaJIbHOE HOBOOOpA30BaHME, COCTOSIEE U3 3pENbIX AAUIOLMUTOB H
CTPOMAJIbHBIX KIIETOK, W, IO KpalHEW Mepe, OYaroBOM LMTOJOTMYECKOM aTUIHEH
CTPOMBI WM KUPOBOM TKaHU. COOTHONIIEHUE AAUMOIUTAPHOTO U CTPOMAIBHOTO
KOMITOHEHTOB 00YCIIOBIMBAET MHOXKECTBO MOP(HOJIOTHYECKUX TOATUTIOB OImyXoJu. B
OMYXOJM OTMEUAETCs] HAJIMYKUE PACCESHHBIX TMIIEPXPOMHBIX, YaCTO MHOTOSIICPHBIX,
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TUTAaHTCKUX KJIETOK © BapuaOeTbHOE YHCIO MOHOBAaKYOJIM3WPOBAHHBIX WM
MYJIbTUBaKyOJM3UPOBAHHBIX JMNOOIACTOB (OMPENESIOTCS MPUCYTCTBUEM OIHOM
WIM MHOXXECTBEHHBIX YETKO OTIPAaHUYEHHBIX I[UTOIIA3MAaTHUYECKUX BaKyoOJIeH,
npUAaIIKMX (ECTOHYATOCTh YBEIMYCHHBIM TUIIEPXPOMHBIM sIIpam).

nQ -

)

[y

[Tonumop¢HbIe TMOOIACTHI B ATUITMYECKON JTUIOMATO3HOM OMYXO0JIN

Tepmunbl aTUTTUYHAs JUTIOMATO3HAs OIyXO0Jb U XOpOLIO
mubdepeHiipoBaHHas  JUMOCApKOMa 1O  CYTH  SIBJISIIOTCS ~ CHHOHHUMAMH,
OMKCHIBAIOIIMMHU  HJICHTUYHYIO MOP(]OJOTHI0, KApUOTUN W  OUOJIOTHYECKUUN
noTeHIan. Beibop TepMuHONIOrHU 00ycinoBiauBaeT Oojee d(PPEKTUBHYIO TAKTHKY
nedyeHus manueHnta. HawmOosee yacto TepMmuH «xopoino auddepeHimpoBaHHas
JUMOCAPKOMa» HCIIOJIb3YeTCS TMpPU  OTCYTCTBHH BO3MOXKHOCTH — PaCHIMPEHHOM
pe3ekuuu  (3a0pIOIIMHHO, CPEIOCTeHHE, CEMEHHOM KaHAaTHK) U, CJIEI0BATENbHO,
BBICOKHUM PHUCKOM pPEUUAMBOB C THoclenywomel aenuddepeHurpoBkod U
METacTa3upOBaHUEM OIMyXOJM. TEepMHH «aTUMUYHAs JIMIIOMATO3HAsl OITyXOJIb»
MCTIONIL3YETCS TP TOPAXKCHUU MSTKUX TKaHel Ha nepudepun (KOHEYHOCTH, TOJIOBA,
mres).

Dnuodemuonozus:
e 40-45% Bcex JUIOCAPKOM;
® CTpaJaroT B3POCIbIC JIIOAU C ITMKOM 3a00JIEBAEMOCTH B IIICCTOM JICKaJIE;
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MY>KYUHBI W KCHINWHBI OOJICIOT B paBHOH CTEIEHW 3a HCKIIIOUCHUEM
MOPa)KEHUsI CEMEHHOI'0 KaHATHKa,

ciydad 3a00JieBaHUS y JAETEeH KpailHe peIKd, HO MOTYT OBITh CBS3aHBI C
cunpomoM JIn—Dpaymenn (Li-Fraumeni syndrome).

Jloxanuzayus:

HanOoJiee YacTOW JIOKAIW3alMed sBIsIeTCs Oeapo, 3aTeM  CISAYIOT
3a0pIOMIMHHOE MPOCTPAHCTBO, TAPATECTUKYIIAPHAS 001aCcTh U CPEIOCTCHUE;
TOJIOBa, IIesl, KOHEYHOCTH U TYJIOBHUIIIE MTOPAKAIOTCS PEKE;

KpaifHe peIKO BCTPEUAIOTCSI MOAKOKHBIC JIOKATA3AIIHH.

ATunu4ynasi IMIoMaTo3Has OITyXOJIb, MIOAMBIIICYHAA JIOKAJIU3alus

Knunuueckue ocobennocmu.:

rITyOOKO PACIONIOKEHHAS MEIJICHHO PACTYIIast OIyXO0JIb;

3a0pIOIMIMHAAS JTOKATU3aIMs, KaK MPaBmiio, 0ECCUMIITOMHA J0 TeX IMOp, MOKa
HE JJOCTUTHET OTPOMHBIX pazmepoB (10 20,0 cM u Gorbiie);

Opyd JIOKajdu3allMd B O00JAaCTH MIEH MOXKET TIOTPeOOBaThCS JKCTPEHHOE
XHPYPTUYECKOE BMEIIATESILCTBO BBUAY PECITUPATOPHBIX PACCTPOMCTB.

Maxpockonuueckoe onucanue:

A0JIbYAaTOC OIIYXOJEBUIHOC O6pa3OBaHI/IC C UCTKUMHU I'paHUIIAMMH,
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e UHQUIBTPATUBHBINA POCT BCTPEUYAETCS JOCTATOUHO PEIKO;

® IBET OT JXENTOro a0 OeJIecoBaTOr0 B 3aBHCHMOCTH OT COOTHOIICHHS
KOMIIOHCHTOB;

® MOTYT ONPEIEIATHCS HEKPO3bl, 0COOCHHO MPHU OOJBIINUX pa3Mepax OMyXOJIu.

ATHunudHas TunoMaTo3Has OITyXOJIb

Muxpockonuueckoe onucanue:

ATUNWYHYIO JIMIIOMAaTO3HYK) OIyXOJb MOXKHO pa3deiuTh Ha 3 TMOJATUNA B
3aBUCUMOCTH OT MOP(OJIOTUH:

®  QIUMNONMTAPHBIA (JTUTTOMOIIOA0OHBIN);
® CKJIEPO3UPYIOLIHNIL;
® BOCHAJIUTEIBHBII.

JInmoMono q00HBINA MOATHIT:
® CaMbIi YaCThIi;
® COCTOUT W3 3peJbIX aIUIOIUTOB, 3HAYUTEIHLHO OTIMYAIOIINXCS TI0 pa3Mepy;
® OyaroBas IIUTOJOTUYECKAsl aTUIHS )KUPOBBIX WU CTPOMAIBHBIX KJIETOK;
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TUIIEPXPOMHbBIE CTPOMAJIBHBIE KJIETKU BCTPEUAIOTCS B COEAUHUTENbHOTKAHHBIX
NEePEeropoKax;

4acTO COJICPXKUT JMMOOJACThl, OAHAKO OJHO HMX HaJIW4Ue HE SBISETCS
JTUAarHOCTUYECKUM KPUTEPUEM.
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ATunuaHas TunoMaTo3Has OIIYXOJIb, JII/IHOMOHO,HO6HBII>'I IIOATHII

Cknepo3upyrouuii NoATHIL:

Jale BCero 3a0pIOIIMHHAS U MapaTCCTUKYIAPHAS TOKATH3aLHS;

COCTOUT W3 MPHYYMJIUBBIX CTPOMAIbHBIX KICTOK C BBIPAXCHHOW AaTHUIHCH,
3aKIIOYCHHBIX B KOJUIAT€HM3MPOBAHHBIM (PHOPO3HBIM MATPUKC C OYaraMu
MUKCOUIU3ALUY;

CTPOMAJIbHBIC KJIETKA OYCHBb MOJUMOPGHBI OT MPUMHTHBHBIX OJHOSIECPHBIX
0 TUTAaHTCKMX MHOTOSIEPHBIX «IBEeTOUHBIX» KieTok (giant florid cells),
SIBIITFIOTCS. XOPOIIUM JTHArHOCTUYECKUM KPHUTEPHEM;

TUTNOOJIACTHI BCTPEUAIOTCS PEIKO;

HEMHOTOYMCIIEHHBIE KJIETKU JIEMOHCTPHPYIOT aIUIIONUTAPHYIO
nuddepeHIupoBKY;

IIOCKOJIBKY  JIMIIOTCHHBI KOMIIOHEHT OIYXOJM JIETKO MOXKET OBITh

MIPOCMOTPEH, B pabOTy HEOOXOMMO OpaTh OOJBIIUN 00HEM PE3EIUPOBAHHOTO
MaTepuaa.
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ATHNINYHASA TUIIOMATO3HAs OIYXO0JIb, CKJIEPO3UPYIOIIHM ITOATHIT

B HCHTPC T'MIraHTCKast MHOTOAACPHAA CTPOMAJIbHAS KIICTKA
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BocnamurenbHBIN TTOITHIT:

3a0pIOITMHHAS JIOKAJIU3AIIUS;

XPOHHMYECKass BOCHANIMTENbHASS MHPUIbTpAIUs MpeodsiaaeT Haa KICTKaMH C
aIUMONUTAPHON AU(PGEPEHITMPOBKON, YaCTO TIOYTH IMOJTHOCTHIO CTHpas
MOP(}OIOTHYECKYIO KapTHHY;

BOCMIAJIMTENbHBIA ~ WHQUIABTPAT  MPEACTaBiICH  JUMQOIIIa3MOIUTAPHBIM
KOMITOHEHTOM C npeobiaganueM B-kinerouHoro ¢penorumna;

HaJMyue MPUYYJIUBBIX MHOTOSJICPHBIX CTPOMAIBHBIX KIIETOK SIBJISICTCS
MOJIC3HBIM TUarHOCTUYECKUM KPUTEPUEM;

Heo0XxouMo Tu(hepeHIIMPoBaTh ¢ BOCHATUTEIHFHON MHUOPUOpOOIacCTHIECKON
OTyXO0JIbI0, OoJe3Hpto Kactiaemana, mumpomoit XompKKMHA, HEXOHKKUHCKAUMHE
auMpoMaMHu.

ATHungHas JIUIoMaTo3Has OITyXOJIb, BOCHAJIUTEIIbHBIN IIOATHII.
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ATunudHas JTunoMaTo3Has OITYyXOJIb, BOCHAIMTEbHBIN NoATHUII. IloHOE 3amMenieHne

AIUITIOLUTAPHOI'0 KOMIIOHCHTA.

BepeTeHok/ieTOUHASI JTUTIOCAPKOMA
COCTOUT W3 TPUMHUTHUBHBIX BEPETCHOBUIHBIX HEHPOIOJOOHBIX KIIETOK B
BOJIOKHHCTOM M / WJTH MUKCOUHOM MaTpPUKCE;
aCCOIIMMPOBAHA C ATUIHMYECKUM JIMIIOMATO3HBIM KOMIIOHEHTOM, OOBIYHO
BKJIIOYAOIIIUM JIMIIOO0JIACTHI.

Hmmynozucmoxumuueckutl penomun:

MDM2 , CDK4 u p16 BMecTe 00yamal0oT  4yBCTBHTEIBHOCTBRIO 71% m
cnenuuaHOCTHI0 98%;

cieayer oTMeTuTh, uto MDM?2 MoXxeT HMeTh MOJOKUTEIbHYIO SACPHYIO
DKCIIPECCHI0 B TUCTHUONHTAX (MOXHO OOHAapY>KMTh B oOuarax HEKpo3a B
JUTNIOMaXx);

nonoxxkurenbHast skcrpeccust S100, CD34 (BepeTeHOOOpa3HbIE KICTKH).

Monexynapro-yumozenemuueckoe onucauue:
® KOJIBLIEBBIC U TUTAHTCKHE MapKepPHbIE XpOMOCOMBI 3 o0iactu 12q14-15;
® OTU LUTOTCHETUYECKUE HU3MECHEHMS SIBISIIOTCA OTJIMYUTEIBHBIMA  MEXKIY

ATUMUYHOM JTUTIOMATO3HOU OIMYXOJbIO U JIUITOMAMU.
36


http://www.pathologyoutlines.com/topic/stainsmdm2.html
http://www.pathologyoutlines.com/topic/stainscdk4.html
http://www.pathologyoutlines.com/topic/stainsp16.html

lIpocnos:

BaYKHEUIITUM IPOTHOCTUYECKUM (PAKTOPOM SIBJIIETCS PACIIONOKEHUE OMYXOJIH;
Opy  JIOKaJU3allMk  HOBOOOpPA30BaHUSI C  BO3MOXHOCTBIO  IIMPOKOTO
XUPYPTUUECKOTO AOCTYMA JJIS TIOJTHOTO M3JICYCHUS TOCTATOYHO PAJAUKATIBLHOTO
yIAJICHUSI OITyXOJIH;

OTTYXOJIH, PACIOJIOKCHHBIC B MECTaX, MPU KOTOPHIX XUPYPTUUCCKUU TOCTYII
orpaHuy4eH (3a0pIOIIMHHOE MPOCTPAHCTBO, CEMEHHON KAHATHUK, CPEIOCTCHHE),
UMEIOT TEHACHIMIO K PEelUIMBaM, YTO OOYCIIOBIIMBACT HETaTUBHOE JIOKAIHHOE
BO3JICHCTBUE Ha TPUIIEKAIIUE CTPYKTYPHI, TAKXKE JAaHHBIE OIYXOJHU MOTYT
nojiBepraThcs Aeau(pdhepeHIIuPOBKE U METACTa3UPOBAHUIO;

COTJIaCHO TMPEIBAPUTENBHBIM JIAHHBIM, MYJbTUBHCIEpANIbHAS — PE3EKIHUs
OTTYXOJIM 3a0PIOIMTUHHOTO IPOCTPAHCTBA CHUYKACT PUCK PEIIUIUBOB;

obmas cmeptHOCTh Tipu 10-20 neTHem HaOmoaeHnn BapbupyeT oT 0% mpu
JOKaMU3allMid B KOHEUHOCTSIX g0 Oosnee 80% nmnpu 3a0promIMHHOM
PaCIOJIOKECHUH .

Henu¢pdepeHuupoBaHHas JUIMOCAPKOMA

Heouppepenyuposannaa nunocapkoma — aATUNWYHAS JIUIIOMATO3HAS

OIyXOJIb C IPOrpeccueil B cCapkoMy ¢ BapuaOenbHON CTeneHbio Au(hepeHIIMpOBKU
(KkaK MpaBUJIO, HEJIUIOIEHHYIO), KaK B TEPBUYHOM, Tak W PEIUAMBUPOBABIICH
HEOILJIa31H.

Dnuoemuonozus:

0O0JICIOT B3POCIBIC C MUKOM 3a00JIeBAaEMOCTH B IIECTOM JIeKaJIe;

MYKYUHBI ¥ )KEHIIIUHBI CTPAIAIOT B PABHOM CTETICHHU;

okoii0 90% ciyyaeB Bo3HMKaOT de novo, B To BpeMs kak 10% pazBuBaroTcs
IIPU PEIUINBE aTUITUYHOW JIMITOMATO3HOM OITYXOJIH.

Jloxanuzayus:

3a0pIOITMHHOE TIPOCTPAHCTBO — caMasi JacTas JOKaJu3allus;
CEMEHHOM KaHaTUK, PEKE — r0JIOBa, Ies;
MOJKOXKHAS JIOKAJIU3AIUs KpaitHe peaKo.

Knunuueckue ocobennocmu:

npescTaBiIsieT coooi 6€3001€3HEHHYIO OTYXO0JIb;

94acTO OOHAPY)KUBACTCS CIyYaiHO;

YBEIMYCHUE OMYXOJIH B TCYCHUE KOPOTKOT'O IPOMEKYTKA BPEMEHH Yallle BCETo
roBOpHT 0 €€ neaudPpepeHIIIpPOBKeE.

Maxpockonuueckoe onucanue:

A0JibdaTas OIyXOJIb JKCJITOI'O IIBCTA,
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oTpesensitoTcsa 0ojee MIOTHBIE YYaCTKU CEPOBATO-KOPUYHEBOTO I[BETA (04aru
neaudepeHITuPOBKH ).

HenuddepennrpoBanHas JIUIOCapKOMa CEMEHHOTO KaHATHKA.

Muxpockonuueckoe onucanue:

peoOpa3oBaHUe ATUMUYHOM JIUIIOMATO3HOM OIYyXOJHW B HEJIUIIOTEHHYIO
capkoMy (4acTO BBICOKOM CTEIICHHU 3JI0KAY€CTBEHHOCTH);

KaK TIPaBWJIO, MEPEXO0Jl PE3KHUid, HO MOXKET OBITh W 0oJiee TOCTEICHHBIN, U
KpaiiHe PeIKO MOYKHO HAaOJI0/1aTh CMEIIEHUE ABYX KOMIIOHEHTOB OITyXOJIH;
neauddepeHIMPOBaHHbBIC YYACTKH HMMEIOT BapualeabHyr0 MOp(hOIOruio, HO
Yalie BCEro MOXO0XXH Ha HeauddepeHIUPOBAHHYIO TUIEOMOPPHYIO CapKOMY
UM MUKco(puOpocapkomy;

xots  aeauddepeHIMpOBaHHAas  JIUMIOCApKOMa  W3HAYaJbHO  HMMEET
YCTaHOBJICHHBIA BBICOKHMI TpEWJ, BCE Yallle BCTPEUYAIOTCS OMYyXOJId C Oojee
HU3KHUM TPEUIOM;

HU3KOrpeiaHas neanddepeHupoBKa XapaKkTepu3yeTcs HaJMyueM
MOHOMOP(hHBIX (PUOPOOIACTUYECKUX BEPETEHOBUIHBIX KIETOK CO CJIa0oi
SIEPHON aTUNHen, POPMUPYIOMIUX MyUYKOBBIC CTPYKTYPHI;

HU3KOTpEeHIHYI0 AeanddhepeHIIMPOBAHHYIO JIUTMIOCAPKOMY HE CIIEAYET MyTaTh C
BEPETCHOKJICTOYHBIM BApHAHTOM aTUITUIHOM JTUTIOMATO3HOM OIyXOJIH;

B 5-10% cnywaeB nenuddepeHnmpoBanas JUMOCAPKOMA JIEMOHCTPUPYET
reTepOJTOTUIHYIO mudepeHITUPOBKY (MHUOTEHHYIO, 0CT€0- W
XOHJIPOCAPKOMATO3HYIO0, Tak)Ke ObUIM OMHCAHbl aHTHOCAPKOMATO3HBIC
DJIEMEHTHI);
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® MOXET TMPUCYTCTBOBATH HEHUPOMOJOOHBI WJIM MEHHHTOTEIIHOIOM00HBINA
nattepH pocta («neural-like/meningothelial-likey);

® KHOrJA BBICOKOTPEUIIHBIA KOMIIOHEHT MOYKET HMMETh SBHbIC NPHU3HAKU
munobnactudeckoi auddepeHITMPOBKY TUO0 B BUIE OTACIBHBIX PACCETHHBIX
Tuno06J1acTOB, TMOO B BUJIC YIACTKOB ATHIUYHBIX TIICOMOP(HBIX aIUTIOIUTOB,
B pe3yJibTaTte 4ero Mopdoaorndeckas KapTHHa HEOTIMYUMA OT TUIEOMOPQHOM
JUTIOCAPKOMBI (JaHHOE SIBJICHUE HA3BIBAIOT TOMOJIOTHYHOMN JTUTO0IACTHIECKOM
mudepennupopkoir, «homologous lipoblastic differentiation»/«pleomorphic
liposarcoma-like features»).
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HenuddepeHnmpoBanHas JIMIMOCAPKOMa C TOMOJIOTHYHON JTUTO0IaCTHIECCKOM

muddepentmpokoii («homologous lipoblastic differentiation»)
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Hmmynogenomun:

¢ DpPOJIb HMMMYHOTHCTOXMMHH B JaHHOM CJIy4da€ B OIPCACICHHUU paSHI/I‘II/Iﬁ

muddepeHIUPOBKU U UCKITIOUEHUH IPYTUX OIyXOJIeH;

o uddysnas skcrpeccus MDM2, CDK4 mnpaktuueckd He H3MEHEHA, YTO
MO3BOJISIET OTJINYUTH «TOMOJIOTUYHBIC) nenudhepeHIMpOBaHHBIC
JUTIOCAPKOMBI  OT  TUICOMOP(HBIX JIMIOCAPKOM, Y KOTOPBIX TPOTHO3

SHAYUTCIIBHO XYKC.

Monexynsapno-yumozenemuyeckoe onucauue:
e ammumdukaus rena MDM2 B o6nactu 12 XpoMOCOMBI;
® KOJIBIIEBBIC U TUTAHTCKHE MapKEepPHbIE XpOMOCOMBI U3 obsactu 12q14-15.

IIpoenos:

® BaXHEHIIMM MPOTHOCTUYECCKUM (DAKTOPOM SIBIISICTCS JIOKATTU3AIINS OITYXOJIH;
® HECMOTpsT Ha MOPQOJOTHYECKOe MHOrooOpasue, OIMyXOoJib HMEET MEHee

arpecCcUBHOE TEYEHHUE, YEM, HAITPUMED, IEPBUYHAS TUIEOMOP(HAs capKkoMa;

® OTHOCHUTEJIbHOE OTCYTCTBHE CJIOKHBIX KapUOTUIIMYECKUX abeppaluid, a Takxke
peakocTs abepparuii TeHOB TP53 4dacTUYHO OOBSICHSET pa3IUuus MEXKIY

MOp(bOJIOFHIIGCKOﬁ KapTHHOﬁ 1 OMOJIOTHYECKUM ITOBCICHUCM,
¢ MYJIGTHUBUCHCPATIbHAA PE3CKIUS OITYXOJIN CHHUXKACT PUCK PCIUANBOB.

MuKcouHast JJUIIOCAPKOMA

Mukcouonaa nunocapkoma — 370KAYECTBEHHAs OITyXOJb, COCTOSIIAs U3
IPUMUTHUBHBIX MOHOMOP(HBIX HEJIUIIOTeHHBIX KJICTOK OKPYIJION WX OBaJIbHOMN
dbopmbl, BapuaOEIBHOTO 4YHCIA TEPCTHEBHIHBIX JMIOOJIACTOB, 3aKIIOYCHHBIX B

MHUKCOHUAHYIO CTPOMY C XapPaKTCPHBLIM BECTBAIIUMCA COCYANCTBIM KOMIIOHCHTOM.

Anuoemuonozus:
e 5% ot Bcex capkom, 15-20% Bcex nmmocapkom;
® K 3200JIeBa€MOCTH NMPUXOAUTCS HA YETBEPTYIO U MATYIO JEKAIbI )KU3HU;

® HECMOTpPsSI Ha PEIKOCTb, SBIIETCA CaMOW pPAaCIpPOCTPAHEHHOM CApPKOMOU Y

JIETEeH;
® MY)XYMHBI U )KEHIIUHBI CTPAJIAIOT B PAaBHOW CTEICHU.

Jloxanuzayus:
e camasl yacTas JOKaJIHu3aIys B IIyOOKUX OT/eNaxX MATKUX TKaHEeH Oefpa;
® [IEPBUYHOE 3a0PIOIIMHHOE PACTIONOKEHUE BCTPEUACTCS PEJIKO;
® OIUCaHBI CIIy4au MOJAKOKHOM OIMyXOJIH.

Knunuueckue ocobennocmu:

e OOBIYHO MPOSABISETCA KakK O0e300JI€3HEHHOE OMYyXOJIEBUIHOE OOpa3oBaHUE

OOJIBIITNX PA3MEPOB;

41



B OTJIMYHE OT APYTHUX BUIOB JUTIOCAPKOM, MUKCOWJHAS JIMIIOCAPKOMA MMEET
TEH/ICHIIUIO K METaCTa3UPOBAHHUIO B HEOOBIYHBIC 00JIACTU €IIe 0 MOPAKEHUS
JeTKUX (HampuMep: MPOTHBOIIOJIOKHAST KOHEYHOCTh, TIOJIMBIIIICYHAS BIIAIUHA,
3a0pIOIIMHHAs KJIETYaTKa, KOCTH);

Opu TEPBUYHOM OOpamieHUH B OOJIBIIMHCTBE CIIy4acB HMEET MeECTO
CUHXPOHHOE WJIM METaXpOHHOE MYJIbTU(OKAITBHOE TTOPAKEHUE.

Maxpockonuueckoe onucanue:

Kak MPaBWIO OMyXOJIb XOPOIIO OTIpaHUYEHa, J0JbyaTas;

MOBEPXHOCTh Ha paspe3e OJecTdias, >KeITOBaTO-KOPUYHEBOTO IIBETA,
MeCTaMU KPaCHOTO U3-3a BBIPAXKEHHOTO COCYJIUCTOTO KOMIIOHEHTA;

ONMyXOodH C 0OoJiee HUBKUM TPEUOM UMEIOT MSTKYI0 >KeleoOpa3HyIo
KOHCHUCTEHIIMIO, OIyXOJHu ¢ Ooyiee BBICOKMM TpeiioM, Kak MpaBuio, Oolee
TJIOTHBIE.

Muxpockonuueckoe onucanue:

Ha MajoOM YBEIMYEHUH OTMEYAETCS M0JIbYaTas CTPYKTypa C MOBBIIICHHOW
KJIETOYHOCTHIO Ha nepudepuu 10JeK;

OMYyXO0Jb COCTOUT M3 MPUMHUTHUBHBIX MOHOMOP(MHBIX HETUIIOTCHHBIX KJIETOK
OKpYTJiO WiIM OBaJlbHOW (OPMBI M TMEPCTHEBUIHBIX JIUIMIOOJACTOB B
MHKCOUJHON CTPOME;

MUKCOUHBIN MaTpUKC OOraT TOHKOCTEHHBIMHM COCYAaMU KaMWUISPHOTO THUIIA,
(GOpMUPYIONTUMHU CIUIETEHUS M BETBAIIMMUCS HAMOJ00UE «KYPHUHBIX JIATIOK»
(«chicken-footprint»);

MUKCOUJHBI MAaTpUKC OOraT THUaJypOHOBOW KHCIOTOM, KOTOpas MOMXKET
00pa3oBbIBATH OombIIME «03€par CIIM3U (MUKPOKHUCTO3HBIM
auMbaHTHOMONIOA00HBIA TaTTepH (microcystic lymphangioma-like pattern)/
MaTTePH THIA «oTeKa Jerkux» («pulmonary oedema» pattern);

SICPHBIA  MOIUMOPPU3M W MHUTOTUYECKAss aKTUBHOCTh, KakK TMIPaBUJIO,
BBIPAKEHBI CJ1a00;

ONyXOJW C NPOTPECCUPYIOMIEH KPYTJIOKJIETOYHOM W  THUINEPKIECTOYHOU
Mopdosorueli UMEIOT 3HAYUTENIBHO XYIIIHA MPOTHO3;

BBICOKOT'PEIIHbIC HEOIUIa3UM OTJIMYAIOTCS HaiuuueMm B Oosee 5% muiomanu
TUTIEPKIIETOYHBIX OYAaroB U3 OKPYIVIBIX MPUMUTUBHBIX KJIETOK, ILJIOTHO
MpUJIeKaIUX JIPyr K JIPyry, MECTaMH C HaJlMuueM HEOOJBbIIOro KOJIMYeCTBa
A03UHO(PUIBLHON LUTOIIA3MbI, YTO HE HMMEET HHMKAKOTO MPOTHOCTHYECKOTO
3HAYEHUs1, OJJHAKO HEPEJKO BBI3BIBAET JUATHOCTUUECKHUE TPYIHOCTH.
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MuxkconHas Tumnocapkoma. MUKCOUIHAS CTpOMa C XapaKTEPHO BETBSIIIUMUCS
cocyiaMu

Muxkcouanas nunocapkoma. [latteps Tuna «oTé€ka JErKux»

43



MI/IKCOI/IILHaﬂ JIMIIOCAapKOMa. FI/IHepKJ'IeTOLIHBIG KPYTJIOKJICTOYHBIC YIAaCTKH

Hmmynogpenomun:

B OOJIBITMHCTBE CIIy4acB JMArHo3 MHUKCOWIHOW JIUTIOCAPKOMBI HE TpeOyeT
HUI'X uccnenoBanus;

B CIlydasx BBICOKOTPEHIHBIX CAapKOM HCCJICIOBAaHUEC TPOBOMAT IS
WCKJTIOYCHHSI MHBIX KPYTJIOKJICTOYHBIX HOBOOOPA30BaHMM, TaK KaK B JaHHBIX
obmactsax 6emok S100 skcnpeccupyercs BapuadeabHO;

B OTJIMYHUE OT ATUITUYHOMN JTUTIOMATO3HOM OMyXOJIM, MUKCOHMIHAS JINITOCApKOMa
He skcrnpeccupyetr CD34 (kpome 3HIOTENHS COCYIOB).

MOJzeKyJZ}ZpHo-uumoeeHemuueCKoe onucaHue:

XapaKkTepu3yeTcsl MOBTOpsOmUMUCS TpaHciokanusamu t(12;16)(ql3;pll), B
pe3yabTare dero nporcxoaut ciausaue reno FUS-DDIT3 (95 % ciyvaes);

B OCTaJbHBIX Ciy4asx npucyTcTByeT BapuaHT t(12;22)(ql3;q12), B koTopom
DDITS3 (taxxe u3BectHbI kak CHOP) cnuBaetcs c EWSRI.

Ilpocnos:

BBICOKUU Tpeiin, HeKpo3bl, MyTaruu reHoB TP53 u CDKN2A o0ycrnoBnuBaroT
HEOIaronpUsITHHIA UCXOT;

HU3KOTPEHIHBIC OIyXOJW HMMEIOT MEHEE arpecCMBHOC OHOJIOTHYECKOES
MOBEJICHUE, HO CKIIOHHBI K peIUINBaM, MeTacTasupoBanuio B 5-10% ciydaces;
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MeTacTa3bl MOTYT BO3HHMKATh CITYCTS JACCATHIICTHS, YTO TPEOYeT IITUTEIHHOTO
neproja HabJIoIeHUs 32 TAIUEHTOM;

paznuyHbie n30(opmbl TpaHcKkpunToB ciusuus reHoB FUS-DDIT3 He umerot
MPOTHOCTAYECKOTO 3HAYCHUS.

Iiaeomopduas munocapkoma

Hﬂeomoqunaﬂ Jaunocapkoma — 3JIOKa4YCCTBCHHAA BLICOKOFpefI,HHaH OIIYXOJIb,

cozepkaliasi BapuadeIbHOE KOJMYECTBO IUIEOMOP(HBIX JMIOOIACTOB, B KOTOPOU
OTCYTCTBYIOT YYaCTKM aTUIIUYHOW JINTIOMATO3HOM OMYXOJIH.

Dnuoemuono2us:

OYCHb PEIKUN MOATUI JUnocapkoM (5% OT BCexX CiIydyaen);

OOJIBIITMHCTBO HAOMIOACHUHN MPUXOIUTCS HA CTAPIIyI0 BO3PACTHYIO TPYIITY C
TUKOM 3200JIEBAEMOCTH B CEIbMOM JIEKa/Ie;

MY>KUYMHBI IOPAKAIOTCS HEMHOTO Yallle KEHIIIH.

Jlokanuzayus:

B 2/3 ciy4yaeB pacloIOKEHHUE B KOHEYHOCTSIX;

TYJIOBUIIE, 3a0PIOIIMHHAS KJIETYaTKa, CECMEHHOM KaHATUK MOPAKAIOTCS PEKE;
pEIOKHE JIOKAJIM3ALMKA BKJIIOYAIOT CPEIOCTEHUE, CEpALE, IIIEBPY, MOJOYHYIO
KeJie3y, KOXKY rOJI0BBI, TOJCTYIO KUIIKY U TapaopOUTAIbHYIO KIIETYATKY.

Knunuueckue ocobennocmu.:

OOJIBIIMHCTBO MAIIMEHTOB JKaJYIOTCS HAa OBICTPO PACTYILYIO OIYXOJIb;
HaOJII0JAI0TCSl CUMIITOMBI, CBA3aHHBIE C JIOKATU3AIUEH OIMyX0JIu.

Maxpockonuueckoe onucanue:

cpeanuit pasmep 8,0-10,0 cm;

OMyXOJIb XOpOIIO OTTpaHWYeHa, HO HE WHKANCYJIUpOBaHa JMOO TUIOXO
OTTPaHUYCHA,

Ha paspese OerecoBaTo-KeTas, 4acTo ¢ MUKCOUIHBIMU U3MEHECHUSIMU;
HEPEIKO BCTPEUAIOTCS KPOBOUBIHUSIHUS, HEKPO3HI.

Muxkpockonuueckoe onucanue:

WH)UIBTPATUBHEIE Kpas OMMyXOJIH;

BCE OIYyXOJMW coAepKaT BapuaOeTbHOE KOJUYECTBO  IICOMOP(HBIX
TUno06JaCTOB (MX HATMYKUE HEOOXOAMMO JIJIsl TOCTAHOBKH JIMAarHO3a);
HEJIUTIOTEHHBI ~ KOMIIOHEHT  OMYXOJIM  4alle  BCEro  MPEACTaBJICH
HenudepeHpoBaHHON IIEOMOPHON CapKOMOM C BEPETCHOBUAHBIMU U
TUTAaHTCKUMH MHOTOSJICPHBIMA KJIETKAMH, PACIIOJI0KEHHBIMH B KOPOTKHX
mydyKkaX, C HEKOTOPBIMH MPUMEYATCIBHBIMA OCOOCHHOCTSIMHU: HAIMYUEM
YpE3BBIYAMHO KPYITHBIX OITYXOJEBBIX KJIETOK, YacTO MMECIOIIMX YCTKYI0 WIIH
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BAKYOJIU3UPOBAHHYIO  LUTOIUIa3My €  BHEKJIETOYHBIMM W  HMHOTJA
BHYTPHUKJIETOUYHBIMHU 303MHOPMIHHBIMUA THATTMHOBBIMU BKITIOUEHUSIMU;

® OKOJIO MTOJIOBUHBI CITy4aeB UMEET y4aCTKH Hanoj001e MUKCOPUOPOCAPKOMBI;

® BApUAHT C HAJIIMYUEM SIUTEITUOUTHOKIECTOUHOM MOPGOJIIOrHH BCTpEdaeTcs B
25%  cllydaeB: COJNMIHBIE Y4YaCTKH M3  DIHTCIHOHUJIHBIX  KJIETOK,
HalOMMHAIOIIUX CBETJIOKJIECTOYHYIO KapIUHOMY MOYEK, aIpEHOKOPTUKATBHYIO
KaplMHOMY WJIM MEJaHOMY, C HaJW4YUeM KJIETOYHBIX YYacTKOB C SIBHOM
aaunonuTapHoi quddepeHIpPOBKOil;

® BCTPEYAIOTCSA YYACTKU C T€MaHTHOMEPUIIUTOMOTIONOOHBIM MTaTTEPHOM, a TAKKE
cxoxue ¢ Mopdornoruei xopomo aupdepeHInpoBaHHON BEPETEHOKIETOUHON
JUTIOCAPKOMBI;

® HEOOBIYHBIM MOATUN  TJICOMOPGHON  JIMIMOCAPKOMBI C  MHUKCOUJHOM
MOPQOJIOTHEH ONTUCAH B CPEIOCTEHUH Y JETEH;

® MHTOTHYECKAs aKTUBHOCTH 19-25 muTo30B Ha 10 moseii 3peHus mpu 0OJIBIIOM
yBEIUYCHUU MHUKpockora (x400);

® HEKpO3bl IPUCYTCTBYIOT 00Jiee, YeM B TIOJIOBUHE CITy4acB.
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[Tneomopduas munocapkoma. [Ineomopdubie mumodaacTs
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Hmmynogenomun:

noJIOKHUTENIbHAs 3Kkctpeccrs S100 TOIBKO B MTOJIOBHHE CITy4Yacs;
oudaroBas noJjioxuTenabHas sxcrpeccus CD34, SMA B 45%;,
Takke MOTyT 3KkcrpeccupoBaThess EMA, desmin, HMGAZ,;

HeT 3kcnpeccun MDM2, CDKA4.

MO]leKyJZ}ZpHO-L!MMOZQHemulleCKOe onucanue.

[IUTOT€HETHYECKUI MPOomIb TIeoMOp(HOM IHUIIOcapKoMBbl OoJiee OJM30K K
npOdUITIO APYTUX TIICOMOPPHBIX CAPKOM, YEM K APYTUM JIMIIOCAPKOMAM;
MAaTOTHOMOHUYHBIX CTPYKTYPHBIX TMEPECTPOCK, TAKMX Kak MOBTOPSIOLINECS
TPAHCIOKAIIMM WM TOCTOSITHHOTO TIPUCYTCTBHUSI BHEIITATHBIX KOJBIIEBBIX
XPOMOCOM, BBISIBIIEHO HE OBLIO;

HociaenoBaTeIbHble aMIUTM(UKALINN WM CBEpXdKcIpeccuu B obmactu 12q14—
15 He oOHapyKeHbl, B OTJINYHE OT eAu(depepHIUPOBAHHON JTUIIOCAPKOMBIL;
Haiuuue amiumdukanuu Mmarepuasnia  13q  accouumupyercs € XyIUIMM
MIPOTHO30M;

OTMEYEHO, YTO TEHOMHbIE MNPOPHUIN TMICOMOPPHONH ITUMOCAPKOMBI H
MUKCO(PUOPOCAPKOMBI aHAJIOTHYHBI.

IIpoenos:

arpecCHUBHBIC OMYXO0JIM C BBICOKUM PUCKOM PELIMAMBOB U METAaCTa3UPOBAHMS;
MATWIETHAS. BBDKUBAeMOCTh cocTaBirsieT 60%;

IyOOKO€ PacroioKEHUE, pa3Mep OMyXOJu U MUTOTHYECKUN MHIEKC CBSI3aHBI
C XYM MPOTHO30M.
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