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KJIACCUDPUKALIUA OITYXOJIEM MATKUX TKAHEHA BO3
2020 'OJA. IEPULIMTAPHBIE (IIEPUBACKYJISIPHBIE)

OITYXOJIN
JoOpokayecTBeHHbIE U TPOMEKYTOYHbIE
I'momycnas omyxomns BJY 8711/0
I'momanruoma 8712/0
I'momanTHOMHOMA 8713/0
['momanrnomaro3 8711/1
I'moMycHas Omyxoiap HEONPEAEIEHHOTO 3JI0KaY€CTBEHHOTO TIOTEHIIHAIIA 8711/1
Muonepuroma 8824/0
Mmuo¢pubpomaro3 8824/1
Muopubpoma 8824/0
Hetckuit Muodubpomaros 8824/1
Amnruoneiiomroma 8894/0
310KayecTBEHHbIC
[momycHas omyxoib 3710Ka4eCTBEHHAS 8711/3
ITIOMYCHAA OITYXOJIb

[momycHas omyxoiib MpeACTaBIsIeT CO00M ME3eHXUMaIbHOE HOBOOOpa30oBa-
HUE, COCTOSAIIEE U3 KIIETOK, HATOMUHAIOIIUX MTEPUBACKYIISIPHBIE MOIU(PUITUPOBaH-
HBIE TJIaJJIKOMBIIIEYHbIE KIETKH HOPMAJIBHOTO TJIOMYCHOTO TEIbLIA.

KoaupoBka MKbB-0:

8711/0 I'momycuas omyxois bJIY

Koauposka MKb-11:

2E81.0Y u XH47J2 JIpyrue yTOuHEHHbIE HEOTIACTUYECKUE TEMAHTUOMBI U
[momycnas onyxons B1Y

2E81.0Y u XH21E6 /Ipyrue yTO4HEHHBIE 3710KaYECTBEHHBIE HEOILIACTHYE-
CKHE TEMaHTMOMBI U [ JIOMyCHasi OIyX0Jib 3J10Ka4€CTBEHHAs

Casi3aHHasi TEPMUHOJIOTHS. J[OITyCTUMO: TTIOMaHTMOMa; NIOMAaHTMOMHOMA;
[JIOMyBEHO3Hasi Majdb(GopMaIus; IFIOMaHTHOCAPKOMA.

[oaTumnebl: MOMaHrMoMa; INIOMAaHTMOMHOMA; NIOMAHTMOMATO3; [JIOMYCHAas
ONyXOJIb HEOIPEAEIEHHOIO 3JI0KAYE€CTBEHHOIO MOTEHIMAJIA; TTIOMYCHAas OITyXOJIb,
3JI0Ka4€CTBECHHAsI.

Jlokanu3zauus. [lomaBnsromniee OOJBIIMHCTBO OIMyXOJI€H BO3HUKAET B JHC-
TaJbHBIX OTJEIaX KOHEYHOCTEH, 0COOCHHO B MOJHOTTEBON 00JIaCTH, KUCTH, 3aIlsi-
cthe U crome. CoobIaeTcs 0 peaKuX OIMyXOJsaX MOYTH BCEX JIOKATU3allui, BKIIIO-
yasi )KENTYIO0YHO-KUIIEYHbIA TPAKT, MOYEIOJIOBYIO CUCTEMY, CPENOCTEHNUE, HEPBBI,
KOCTH U JIETKHUE. [ TOMyCHBIE OITyXOJIM YaCTO BOZHUKAIOT B KOXKE MJIM TOBEPXHOCT-



HBIX MATKMX TKAHSX, XOTSl MHOIZA MOPAXKalOTCsl U ITyOOKUE MATKHWE TKaHW WIU
BHYTpEHHHE OpraHbl. HEoObIYHO GOMBIIIOE X KOJIMYECTBO BCTPEUACTCS B KEIy/I-
Ke. 37I0KauYeCTBEHHBIE TJIIOMYCHBIE OITyXOJIM OOBIYHO pACHONAraroTcsl IITyOOKoO,
HO MOT'YT OBITh U B KOXE.

Kannunveckne ocodennoctu. KoxHble IMOMYyCHbBIE OIYXO0IH OOBIYHO MIPE-
CTaBJISIOT co00# HebobIMe (< 1 ¢M), KpaCHOBATO-CUHUE Y3€JIKH, YAaCTO aCCOLH-
UPOBaHHBIE C MPOJOKUTENBLHOM 00JIbIO B aHAMHE3€, 0COOEHHO TP BO3/IEHCTBUU
XOJIOIa UM HE3HAYUTENHbHOW TAKTHWJIBHOW CTUMYJSIUU. [yOoKue mim BUCIE-
pajibHbIe TIIOMYCHBIE OMYXOJH MPEICTaBISIOT cO00W HecnmenupuyecKyo maccy.
CocyaucThie OIMyXoJv MIPH CUHIPOME TOIyOOT0 «PEe3MHOBOT0» HEBYCa (CHHIPOME
buna) 00bIYHO MPEACTABISAIOT COOO0M ITIOMYBEHO3HBIE Malb(hopMaliu (TakKe U3-
BECTHBIE KaK ITIOMaHTHOMBI).

InuAeMHoJIoTuA. [TIOMyCHbIE OMYXOJM BCTPEYAIOTCA PEIKO, COCTaBIIAA
< 2 % omyxoneit markux tkaHeil. Y 10 % marnueHToB MOXHO HaOIIOMaTh MHO-
KECTBEHHBIE MopakeHuss. OHU MOTYT BO3HHMKATh B JIFOOOM BO3pacTe, HO Halle
JUArHOCTUPYIOTCSL Y MOJIOJBIX JIto/ieid. BEpoATHOCTh pa3BUTHS ITIOMYCHBIX OITy-
XOJIEH HE 3aBUCHUT OT I10JIa, 3a UCKIIIOUEHHUEM MOJAHOITEBBIX MOPAXKEHUM, KOTOPBIE
ropas/io Yalle BCTPEYalOTCs Yy KEHIIHUH. 3JI0KaU€CTBEHHBIE ITIOMYCHBIE OITYXOJIU
BBISIBJISIOTCSL PEJIKO.

Ituosiorusi. CHHIPOM MHOXXECTBEHHBIX CEMENHBIX IIOMYCHBIX OITyXOJeH
(TIIOMYBEHO3HBIX Mallb(popmaluil) XxapakTepu3yeTcsi ayTOCOMHO-IOMUHAHTHBIM
TUIIOM HACJIEAOBaHUA U BbI3bIBACTCS MHAKTUBUPYIOIIMMH MYyTaLlUsIMU B T€HE IJI0-
mynrHa (GLMN), KOTOphIl NMPEeUMYIIECTBEHHO AKCIPECCUPYETCS B IIaJIKOMBI-
IIEYHBIX KJIETKaX COCyHOB. J[pyrMM I€HETMUECKUM MEXAHU3MOM, BBISBIISIEMBIM
npuMepHO B 70 % ceMEeNHBIX MHOKECTBEHHBIX [NIOMYCHBIX OIYXOJIEH, SIBISAETCS
OJTHOPOJIUTENbCKAsL JUCOMMUS, UTO €IIE pa3 MOATBEPKIACT COMATHUECKYIO MOJIEIIb
BTOpUYHOTO TopaxkeHusi. CoOOIIaIOCh O CBSI3M MEXAY INTIOMYCHBIMU OMyXOJISIMH
najbleB U HeiipoduOpomaTo3oM 1-ro THIA ¢ YaCTHIM MOPAKEHUEM HECKOIbKUX
najblEB.

buannenbHad mHaktuBauusg NF1 jeXUT B OCHOBE MaToreHe3a INIOMYCHBIX
OITyXOJIEW, aCCOLIMMPOBAHHBIX C HEMpoPpuOpomaro3oM 1-ro tuma.

IlaTorene3. Ciopanguyeckue J00pOKaueCTBEHHBIEC U 37I0KAYECTBEHHBIE TIIO-
MYCHBIE OITYyXOJIH MATKHX TKAHEH WM BUCLEPATbHOIO IPOUCXOKACHUS COIEpPKAT
noBTOpstoIMecs peapankupoBku cemerictBa reHoB NOTCH co cnuteiMu renamu
MIR143-NOTCH1/2/3 B 6onee uem nonoBuHe ciydyaeB. Ciaeayer OTMETUTh, YTO
BCE 3JI0KQUE€CTBEHHBIE ITIOMYCHBIE OITYXOJIH, IPOTECTUPOBAHHBIE B 3TOM HCCIEN0-
BaHUH, MOKa3anu Haimnuue nepectpoek B rene NOTCH2. Hanpotus, peapaHxu-
poBku reHa NOTCH penko oOHapyKHBArOTCS B APYTHX OIMYXOJSAX MIEPUITUTAPHOTO
npoucxoxaeHusi. Kpome toro, B HeOOMbIION NOATPYIINE CIIOPAIUYECKUX TTIOMYC-
HBIX OIyXoJsie oOHapykuBatoTcs oHkoreHHsie mytaiuu BRAF u KRAS, a myra-
1 BRAF cBsi3aHBI CO 3710Ka4€CTBEHHON TMCTOJIOTHEM.
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Makpockonuueckuii BuI. [ToMycHbIe omyxoin oObIYHO 00pa3yroT ouep-
YeHHbBIC, OBAJbHBIC WM OKPYIJIbIC Y3JIbI C COJMMIHON MM KUCTO3HOW M 4acTo re-
MOpparuyecKoil MoBEpXHOCTHIO HA pa3pese.

I'ucronaronorus. [moMycHble KIETKH MEJIKUE, OMHOPOAHBIE U OKPYIJbIE,
C IIEHTPAJIBbHO PACHOJIOKEHHBIM OKPYIVIBIM SIAPOM, ITUTOIUIa3MOM OT am(oduib-
HOW 110 cjierka 503WHO(DUIBLHOW, M YETKO OYEepPUEHHBIMHU T'PAHUIAMHU KIIETOK
(puc. 1). Unorna oOHapy>KMBAIOTCSI OHKOIIUTAPHBIE WU AMHUTEIHNOUIHBIC H3MEHE-
Husi. CoNMUAHBIE TTIOMYCHBIE OIYXOJU COCTABJISIOT IpUMeEpHO 75 % ciaydaeB U co-
CTOST U3 THE3/I INIOMYCHBIX KJIETOK, OKPYKAIOIIHUX COCY/IbI KAMWJUIPHBIX Pa3MEPOB
(puc. 2). I'momyBeHo3HbIE MaibhopMaIuu (TaKKe U3BECTHBIE KaK IJIOMAaHTHOMBI)
HanboJiee YacTo BCTPEUAIOTCS y MAIUEHTOB C MHOYKECTBEHHBIMU HITU CEMEMHBIMU
HNOPaXEHUSIMH, COCTABIIAIOT IpUMEPHO 20 % ciiyyaeB U XapaKTEpU3YIOTCS KaBep-
HO3HBIMU T€MaHTHOMOIOJOOHBIMU COCYIUCTBIMU CTPYKTYpPaMH, OKPYKEHHBIMH
HEOOIBIIUMHU TPYIIaMU TIOMYCHBIX KJIETOK (puc. 3).

Puc. 1. I'momycHas oIyXoJib, COCTOAIASA U3 OKPYIIBIX OJTHOPOAHBIX KJIETOK C YETKO OYEPUEH-
HBIMU TPaHULIAMHU
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Puc. 3. TnomycHas oImyXoJb IpeicTaBlIeHa paCIIUPEHHBIMU KaBEPHO3HBIMU COCYAUCTBIMH IIPO-
CTPaHCTBaMH, BHICTIIAHHBIMH HECKOJIBKUMH CIIOSMH ITIOMYCHBIX KJIETOK



[ ToMaHTHOMHOMBI MOTYT UMETh TIEPEXOJIbI OT TUITMYHBIX TIIOMYCHBIX KJIETOK
K YIJIMHCHHBIM KJIETKaM, HAIIOMUHAIOIIUM 3peJible TJIaJKUe MBIMIEL. B HekoTo-
PBIX TJIOMYCHBIX OMYXOJISX MPHUCYTCTBYET BETBSIIASICS T€MAHTHOIIEPUITUTOMOIIO-
noOHast BacKyaspu3anus (IIOMaHTHOIEPUIINTOMA). [JTOMaHTHOMAarTo3 SIBISETCS
YpEe3BBIYAHO PEIKUM IOITUIIOM TIIOMYCHOM OMYXOJIH C OOIIUM apXUTEKTYPHBIM
CXOJCTBOM C AU PY3HOU COCyaUCTON MajbhopMaluel (Tak Ha3bIBAeMbIi aHTHO-
MarTo3), HO COJIEPIKUT THE3/a INIOMYCHBIX KJIETOK B COCTaBE CTCHOK COCY/IOB.

CHUMIUTaCTUYECKHUE TJIOMYCHBIE OITYyXOJIH HMMEIOT BBIPAKCHHYIO SICPHYIO
ATUIHUIO TIPH OTCYTCTBUM KaKWUX-JIMOO IPYTUX MPU3HAKOB, YKA3bIBAIOIIMX HA 3J10-
Ka4eCTBEHHOCTH (Harpumep, O0NbII0H pazmep, NyO0Koe PacTION0KEeHUE, MUTOTH-
YyecKasi akTUBHOCTh, HEKpO3) (puc. 4).
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Puc. 4. Cummnactuueckass TIIOMycHass omyxonb. OOnacTé BBIPAKEHHOW SIIEPHOW aTHITHH,
HO 0€3 MUTOTUYECKOH aKTUBHOCTH

Jlnaruo3 3J10KaU€CTBEHHOW IVIOMYCHOM OITyXOJHU CJIEIYET NMPUMEHSATH ISl
OITyXOJIEH, UMEIOIINX JIMOO BBIPAXKEHHYIO SACPHYIO aTUINIO (C JIIOOBIM YpPOBHEM
MUTOTUYECKOM aKTUBHOCTH), JUOO aTHUMHYHbIE MUTOTHYECKHE (urypsl. Hacto
MPUCYTCTBYET KOMIIOHEHT paHee CyIIeCTBOBABIIEH JOOPOKa4eCTBEHHON TIIOMYC-
HOIl omyxonu. CyliecTByeT JBa THUIIA 3JIOKAYECTBEHHOW IIIOMYCHOW OITyXOJIH:
OJIMH HallOMUHAET JieloMHuocapkoMy Win (pubpocapkomy, a Ipyroil HaOMHUHAET
MPUMUTUBHYIO KPYTJIOKJIETOUHYIO OITyX0Jib (pHC. 5, 6).
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Puc. 6. 3nokauecTBeHHast NIOMYCHas! OIyX0JIb, KPYIVIOKIETOUHBIN THUI. 3aMeTHA MUTOTHYECKas
AKTHUBHOCTh



NMMyHOTHCTOXMMHYECKOE MOATBEPXkKACHUE peakuued ¢ SMA u nepuuen-
JIOJISIPHBIM KoyimareHoM [V HeoOXoauMo A1 TOCTaHOBKHU 3TOTO IMarHo3a Mmpu OT-
CYTCTBHH YETKOTO JOOPOKAaYeCTBEHHOTO MPEANIECTBEHHUKA. | TOMyCHBIE OIyXO-
JIM, HE OTBEYAIOIIUE KPUTEPUAM 3JI0KaU€CTBEHHOCTH, HO UMEIOIINE XOTsI Obl OMH
aTUNHWYHBIN IPU3HAK, OTIMYHBIN OT SIIEPHOTO IIIeoMOpPHr3Ma, ONPEIEISIOTCS KaK
OIyXOJIM C HEONPEIEIECHHBIM 3JI0KaU€CTBEHHBIM ITIOTEHIIUAIOM. XOTS [NIOMYCHBIE
OITyXOJIM pa3MepoM > 2 CM M pacloJIOKEHHbIE TITyOOKO paHee CUMTAIUCh 3JI0Ka-
YECTBEHHBIMH, MOCJIEIYIOIINNA OIBIT CBUJIETEIBCTBYET O TOM, YTO OHU UMEIOT He-
OTIPEICTICHHBIN 3JI0Ka4eCTBEHHBIN NoTeHIan. UHPUIBTpaTUBHBIA XapaKTep po-
CTa, BHICOKAs KIIETOYHOCTh U BEpeTeHO0Opa3Has MOp(OIOrHsl TaK:Ke 3HAUUTEIHHO
yaule BCTPEYAIOTCs NPU 3JI0KAYECTBEHHBIX ITIOMYCHBIX OIYXOJIX W ITIOMYCHBIX
OIIYXOJISIX C HEONPEJAEICHHBIM 3JI0Ka4€CTBEHHBIM IIOTEHIIMAJIOM.

I'momycHbIE OITyXOiau BCEX TUIOB OOBIUHO 3Kcrpeccupyror SMA (puc. 7)
1 MSA 1 uMeroT 00MIBbHYO TIEPUIISIUTIONAPHYIO MPOTYKINIO KoJiiarena V.

Puc. 7. I'momycHas o1myxoJib. Beipa)keHHOE TTOJIOKHUTEIBHOE OKPAIIMBAHUE OIYXOJIEBBIX KIETOK
Ha SMA

OxkpamuBanne Ha h-caldesmon Takxe sIBASETCS MONIOKUTEIHHBIM, TOTA KaK
skcnipeccuss CD34 ouaroBas mimm orcyTcTByeT. Dkcrnpeccust BRAF p.Val600Glu
HaOmomaercs B BRAF-MyTaHTHOM MOJIEKYJIIPHOM TOJITHUTIE.

Iurosorusi. He uMeeT KIMHUYECKON 3HAYUMOCTH.
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JlnarHocTuyeckasi MojieKy/asipHasi marosiorus. OOHapy)XeHHE peapaH-
xupoBok reHa NOTCH n/unu myrtanuit BRAF ¢ momMomibio pa3iandHbIX MOJIEKY-
JISIPHBIX METOJIOB MOXKET OBITH MOJIE3HBIM, OCOOCHHO B CIIyJasiX 37I0Ka4€CTBEHHBIX
HOBoOOpaszoBanuii. Mytamuu BRAF p.Val600Glu Obutn 06HApY)eHbI B 6 % 110-
MYCHBIX OIyXOJIEH, BCE€ OHHU JIMOO 3JI0KaYECTBEHHBIE, JIUOO C HEOIpeNeICHHbBIM
3JI0KaueCTBEHHbIM NoTeHunanoM. BRAF sBnsercs noteHmanbHON TepaneBTuye-
CKOW MUIIEHBIO y MALIMEHTOB C MPOTPECCUPYIOIINM 3a00JIEBAHUEM.

OcHoOBHBIE M KeJlaTeJIbHbIe AUATHOCTHYECKHE KpuTepum. OcHosubvie:
MOHOMOpP(HBIE KJIETKH OT KPYIIBIX A0 AMUTEIUOUIHBIX C HEHTPAIBHO PaCIoio-
YKEHHBIMU OKPYIJIBIMU SIIpaMU U YETKO OYEPUYEHHBIMU I'PAHULIAMH KJIETOK, pacIo-
JIOKEHHBIE B NIEPUBACKY/ISIPHBIX THE3/AAX; 37I0KAYECTBEHHBIE TNIOMYCHBIE OIYXOJIH
OOBIYHO MOYKHO pacno3HaTh 10 COCEIHEMY J00POKaueCTBEHHOMY KOMIIOHEHTY,
OHM JIEMOHCTPHUPYIOT JUOO BEpETEHOOOPA3HBIN, JTUOO KPYITIOKJIETOYHBIA CapKo-
MaTO3HbIN (DEHOTHI; B 3JI0KAYECTBEHHBIX BapuaHTax 0e3 J0OpOKaueCTBEHHOTO
KOMITOHEHTA JIJIs1 OKOHYATEJIbHOTO TarHo3a TpedyeTcsi HIMMYHOTHCTOXUMUYECKOE
W/WJIH MOJIEKYJISIPHOE HCCIIEOBAHUE.

KenamenvbHvie: IMMYHOTUCTOXUMUYECKas dKcripeccust SMA, h-kanbaecmo-
Ha u koyutareHa IV; nepectpoiiku rena NOTCH 00b4HO MPUCYTCTBYIOT MIPH 3J10-
Kaue€CTBEHHBIX HOBOOOPA30BaHUX.

CraguiiHOCTB: HE UMEET KIIMHUYECKOTO 3HAYEHUS.

IIporno3. TunuyHble IIOMYCHBIE OMMYXOJH, IIIOMYCHBIE Malb(popMaIuu
U CHUMIUIACTUYECKHE TJIOMYCHBIE OITyXONU SBJSIOTCA JOOPOKAYECTBEHHBIMH.
3110Ka4y€CTBEHHBIE ITIOMYCHBIE OITYXOJIM arpECCUBHBI, C METACTa3aMU U JIETAJIbHBIM
ucxogoM y 40 % mnanueHToB. HexkoTopble KpynHbIE BHCLEpajbHbIE ITIOMYCHBIE
OImyxoJin 0€e3 ApYruxX aTUIMYHBIX NPU3HAKOB (HEONpPEAENEHHBIN 310Ka4eCTBEH-
HBIM MOTEHIMAN) BeAYT ce0s arpeccuBHO. EcTecTBEeHHOE TeUeHHE THCTONOTHYE-
CKHU 3JI0KQUE€CTBEHHBIX TNIOMYCHBIX OITYXOJIEH KOKU MOXKET ObITh OJaronpusTHBIM,
XOTsI HEOOXOAMMBI JIOTIOJTHUTEIbHBIC JaHHBIC.

MHUOIEPULIUTOMA, BK/JIIOYASA MUODPUBPOMY

Muonepuriutoma npeacTaBisieT co00i 0co00e MEPUBACKYIIPHOE MUOUTHOE
HOBOOOpa3oBaHHE, UMEIOIEe MEPEXOAHbIE ¢ MUOPUOPOMON MOPQOTOTHIECCKUE
dopmbl. U3penka MUOTIEPUITUTOMBI UIMEIOT 37I0KaY€CTBEHHBIC TPU3HAKH.

Koauposka MKbB-0:

8824/0 Muonepunuroma

Koauposka MKb-11:

2E84.Y m XH0953 JlobpokaduecTBeHHast ¢puOporeHHass Wi MHO(PUOpOTeH-
Hasl OIyXOJIb JPYTUX YTOUHEHHBIX JIOKanu3anuii 1 Muogudpoma
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CeszanHas TepmuHosiorus. He pekomennyercs: MHQpaHTUIbHAs T€MaHIU-
OTIEPUIIUTOMA.

HMoaTunei. Muopubpomaros; muopudpoma; nHGaHTUIBHBIN MHOPUOPO-
MaTo3.

Jloxkanu3zanus. Muonepuuroma oObIYHO BO3HUKAET B JIEPME WIIN MOJIKOXK-
HOM KJIETYATKE W JIMILb U3PEJIKa MOopaxkaeT INIyOOKHe MArKHUe TKaHu. Yarie Bcero
MOPaXaIOTCsl IUCTAJIbHBIE OTAENIbl KOHEYHOCTEH, 32 HUMHU CIIEAYIOT IPOKCUMAab-
HBIEC OT/IEJIbl KOHEUHOCTEH, I11es, TYJIOBHILE U POTOBAs MOJIOCTh. OUeHb PENKO ITH
HOBOOOPA30BaHUs UMEIOT BUCIEPATBHYIO WM BHYTPUUYEPEIIHYIO JIOKATU3ALIHUIO.
BonpmmHCcTBO conuTapHbIX MUOGUOPOM BO3HHUKAIOT B KOXKE€ M TIOAKOKHOU KIIET-
YyaTKe KOHEYHOCTEM, TOJIOBHI U LI, a TAKXKE TyJI0BHILA. MitageH1bl ¢ MUOpuOpo-
MaTOo30M MOT'YT UMETh NOPaKEHHE BHYTPEHHUX OPraHOB, BKJIIOYas N1€YEHb, CEP/-
1€, JKEITYI0UHO-KUIIEYHBIA TPAKT, TOJIOBHOM MO3T U KOCTH.

Kannuveckne ocodeHHocTH. MuonepunuromMa OOBIYHO MPEICTABISET
co0oi1 6e30071€3HEHHBIN, MEUIEHHO PAaCTYIIHil, TOBEPXHOCTHO PACIOIOKEHHBIH
y3€J1, KOTOPBI MOXKET CYIIECTBOBAaTh roJjaMu. B OONBIIMHCTBE ClIy4yaeB BO3HHKA-
€T OIMHOYHOE MOPakKeHNE, HO UHOIIa BCTPEUAIOTCA MHOKECTBEHHBIE MIOPAXKEHNUS,
3aTparuBarolIve ONpPEIEICHHYI0 aHATOMUYECKYIO0 00JaCTh WK pa3Hble 00JacTH.
Muo@gudbpomsl MOTYT CYIIECTBOBATh KaK COJIMTAPHBIE WJIM MHOIOOYaroBble MOpa-
xenus (Muopudbpomaros). Heormnazum, BO3HUKAIONUE BPOKICHHO WIH B MEPBbIC
TO/IbI )KM3HU, MOTYT MTOPaXKaTh BHYTPEHHUE OPTaHbI HIIA KOCTH.

dnuaeMmnoI0orusa. MuonepunuroMma MO>XKeT BOZHUKHYTh B JJFOOOM BO3pacTe,
OJIHAKO OOJIBLIIMHCTBO CIyyaeB HaOIIONAETCs y B3pocCibiX. Muopudpoma MOXKET
IPUCYTCTBOBATH MPU POXKIECHUH, NOSIBIATHCA B IIEPBbIE 2 r0Ja )KU3HU WM BO3HU-
KaTh Y B3pOCJIbIX, IPEUMYIIECTBEHHO JIUI] MYKCKOT'0 MOoJja.

Jdtuonorus. Yactb CONMUTAPHBIX M MHOXKECTBEHHBIX (HEBUCILIEPATHHBIX)
dbopm wmHpaHTHIFHOTO MHO(PUOpOMaTO3a SBISIIOTCS CEMEHHBIMH, OHU HacJe-
IYIOTCSI TI0 ayTOCOMHO-JIOMHUHAHTHOMY THUIy C Pa3IU4YHON MEHETPAHTHOCTHIO U
HKCIPECCUBHOCTHIO. OJHAKO B HEKOTOPBIX pabOTax yKa3bIBAETCS Ha ayTOCOM-
HO-penieccuBHOE HacneaoBanue. Coo0IIaNoOCh O CBSI3U MEXy MUONEPULIMTOMON
U BUpycoM DmniureiHa-bapp y 6omapubx CITU Jom.

IMaTorene3. Myrauuu B rene PDGFRB sBnsitorcst 001iuM 3BeHOM maroreHe-
32 MHOTIEPUIIUTOMBI, MUOTIEpUIIUTOMATO3a U MUO(DUOpOMBI. bbLTO MOKa3aHo, YyTO
3apoapimeBble mytanuu B reHe PDGFRB nexar B 0oCHOBE CEMEMHOT0 ayToCOM-
HO-JJOMMHAHTHOTO MH(paHTWIBHOIO MUOpUOpoMaro3a. 3apoJplilieBas MyTalus B
rese NOTCH3, y4yacTByIOIIEM B MATOI€HE3E HEKOTOPBIX MIOMYCHBIX OITYXOJIEH,
Takke OblJa 3aperucTPUPOBAHA y POJCTBEHHUKOB C CEMEHHBIM MUOGUOpoMaro-
3oM. Knerounsie/arunnuasie MUOPUOPOMBI aCCOLMUPOBAHBI CO CIIUSHUEM T'€HOB
SRF-RELA.
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Maxkpockonuuecknii BUA. [Ipy MOBEpXHOCTHBIX JOKATU3AIMSIX MHUOIIEPH-
IIUTOMA, KaK MPaBUIIO0, XOPOIIIO O4epUeHa, C y3JIaMH pa3MepoM < 2 CM B IHAMETPE;
OoJee KpyImHBIE HOBOOOPAa30BaHUS MOXKHO HAOJIOAATh B TITyOOKHX MSTKUX TKaHSX.

I'ncronaronorus. MHOTIEPUITUTOMBI IIPEIICTABIISIOT COO0I HEMHKAIICYITHPO-
BaHHbBIC, OOBIYHO XOPOIIIO OYEPUCHHBIC, Y3JI0BaThIe WM JIOJBIAThIC 00pa30BaHHMS,
COCTOSIIIIUE ITUTOJIOTMYECKUA M3 OBAJBHBIX WM BEPETECHOOOPA3HBIX, MHUOUIHBIX
OITyXOJICBBIX KJIETOK C XapaKTePHBbIM MHOTOCIONHBIM KOHIICHTPUYECKUM POCTOM
BOKPYT MHOTOUHMCJICHHBIX MEJIKUX cOCyA0B (puc. 8, 9). Omyxonu uMeIoT paznuy-
HYIO KJIETOYHOCTB, OT KJIETOUYHBIX U COJHIHBIX JO THITOIEILTIONISIPHBIX U KOJIIare-
HO3HBIX/MHKCOUIHBIX. KpOBEHOCHBIE COCY/IBI B 30HE MOPAXCHUS, KaK MPABHIIO,
MHOTOYHCIICHHBI U Pa3IMYaroTCs M0 Pa3Mepy; MOTYT IPUCYTCTBOBATh BETBSIIIACCS
COCY/IbI, TIOIOOHBIC TeMaHrHonepuuToMe (puc. 10).

h\ -

Puc. 8. Muonepunuroma. Tak Ha3bIBa€MbIi KJIaCCUUECKHUI COTUAHBINA TUII MUOTIEPULIUTOMBI C
TOJICTOCTEHHBIMU COCYJIaMH, KOHIIEHTPUYECKH OKPYKEHHBIMH «ITyXJIBIMIW») BEPETCHOOOPA3HbI-
MH OITyXOJIEBBIMH KJIETKaMHU
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Puc. 9. MuonepunuroMa: BUAECH XapaKTepHbIN KOHLIEHTPUYECKUI IEPUBACKYIISIPHBIA POCT Be-
pPeTeHO00Pa3HBIX MHOUIHBIX OIyXOJIEBBIX KJIETOK

Puc. 10. MI/IOHepI/II_[I/ITOMaZ MHOT'OYUCJICHHBIEC TOHKOCTCHHBIC BETBAIUECA COCYAbl U NIEpHUBA-
CKynﬂpHLIﬁ POCT MUOUAHBIX OIYXOJIEBBIX KJICTOK, Ha6J'IIOI[aIOIJ_[I/IeC${ IIpyU reMaHIruonCpuIuTOM-
HOM THUIIC MUOIICPULUTOMBI



B kpoBeHOCHBIX cocyaax 3a mpeenaMH OIyXOJIEBOW MacChl MOXET HaOIIt0-
JaThCsl aHAJIOTUYHAs KOHIICHTPUYECKas MEePUBACKYIspHas mponudepanus MUo-
WHBIX BEPETEHOOOPA3HBIX KIETOK. B HEKOTOPBIX Cilydasx MPUCYTCTBYET OoJjee
3aMeTHOe (aCHUKYISIPHOE WU MYTOBYATOE PACIOIOKEHHE HEOIJTACTHUYECKUX
KJIETOK, HanmoMuHaromux mMuodubOpomy wunu anruoneiiomuomy. Coolmanoch o
BHYTPUCOCYAUCTBIX MUONIepuuTomax (puc. 11, 12).

HexoTtopble MHONIEPUIIMTOMBI UMEIOT IJIOMYCHBIE MPU3HAKHU (IJIOMaHTHOTIIe-
punuroma). B peakux ciydasx MHONEPHIIMTOMBI MOTYT MUMETh MPHU3HAKU JeTe-
Hepaluy, BKIIOYas CUMIUIACTUYECKYIO SACPHYIO aTHIHIO, THATUHO3 CTPOMBI U
KHCTO3HBIC U3MeHeHUs. OueHb HeOOBIUHBIH TTporiecc ¢ hy3HOTO KOKHOTO H TTOJT-
KOKHOTO MOPAXKEHUSI MHOTOYHCICHHBIMU MUKPOCKOITNYECKUMHU MHONIEPULIUTOMA-
TO3HBIMM y3€JIKaMHU OMKCaH MOJ TEPMUHOM «MHOIIEpUIIMTOMATO3)» (puc. 13, 14).

A
i i L S P

AT =

Puc. 11. Baytpucocynucras MUOTIEpUIIATOMA
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Puc. 12. BHyTpucocyauctas MUOTIEPUIIATOMA TIPU OOJBIIIOM YBEIWYCHUH, BHICH TIEPHBACKY-
JSIPHBIN POCT KJIETOK MUOHTHOM OITyXOJIH

Puc. 13. MuonepunutoMaro3: BUAHBI MHOTOYHCIICHHBIE MEJIKHE y3€JIKOBBIE arperarsl ¢ Ipu-
3HaKaMU MHOIEPULIUTOMBI



oy e i)
s |
Puc. 14. MuoneputoMaro3: OTMEUaeTCs UHTPaMypasbHbIi poCT

Penxue 310kauecTBEHHBbIE MHUOMEPHUIIMTOMBI BO3HUKAIOT B OCHOBHOM B
DIyOOKMX MATKHUX TKaHSX B BUAEC WHOWIBTPUPYIOIIUX HOBOOOpa30BaHUM, MMe-
IOIIMX BBIPAXKECHHYIO SIJICPHYIO aTUIMUIO U OOJBIIOE KOIMYECTBO MHUTO30B, B JI0-
MOJTHEHUE K TpH3HAKaM, 0oJiee TUIMUYHBIM JJII MUOMEPUIIUTOMBI (puc. 15, 16).
NMMyHOTHCTOXMMUYECKH MHOMEPHUIIMTOMBI 3Kcnpeccupyior SMA u h-kanbne-
CMOH, U OHHU Yallle BCETO TOIBKO (HOKATHHO MOJOKUTEIHHO OKPAIIMBAIOTCS Ha
necmuH w/nnu CD34.

.—.ﬂ-h‘: ot

Puc. 15. 3nokagecTBenHas muonepuiuroma. UadunsrpatiBHOE HOBOOOpa30BaHUE C IEpPUBa-
CKYJISIPHBIM POCTOM OITyXOJIEBBIX KIJIETOK
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Puc. 16. 3nokauecTBeHHass MUOIIEPULIUTOMA TPU OOJIBIIEM yBEIWYEHUHU: aTUITUYHBIE MUOU/I-
HBIE OIYXOJIEBBIE KJIETKA U MHOTOYHMCIIEHHBIE MUTO3bI, B TOM YHCJIE aTUITNYHBIE

Conurapabie MHO(DHOPOMBI TIPECTABISAIOT COO0H y3710BaThIe, YETKO OYep-
YeHHBbIC HOBOOOPA30BaHUS, XapaKTEPU3YIOITUECS 0COOBIM JABYX(a3HBIM XapaKTe-
pom pocta. Kiaccuduecku HEHTp MOpax)eHUs: COCTOUT U3 HE3PEJbIX, «ITYXJIBIX»,
BEPETEHOOOPA3HBIX OIYXOJIEBBIX KIETOK, ACCOIIMUPOBAHHBIX C T€MaHTHOEPHIIH-
TOMOMIOJOOHOM BETBSIICHCS COCYIUCTON CEThIO, TOTNA Kak mepudepuss omyxonu
COCTOUT U3 Yy3€JIKOB M IYYKOB BapHaOeIbHO THATUHU3UPOBAHHBIX, MUOUIHBIX
WM AK€ XOHAPOUIHBIX KJIETOK. Takoil BApuaHT 30HAILHOCTH MOXKET OBITH CTEPT
WJIH U3MEHEH B OOpPaTHOM HAINPaBJICHHUH Y JAETEH CTApIIEro BO3pacTa U B3POCIBIX.
UncneHHOCTh MUTOTHYECKUX (UTYp BaprabeabHa U MOXKET OBITh OOJBIIION, 0CO-
OeHHO B 00nacTsX He3penoil omyxonu. KieTounele 30HbI MUOGUOPOMBI MOTYT
MOJIBEPraThCsl HEKPO3y U Kanblupukanuu. B yactHoCcTH, y ManeH1ieB MuOPUOpo-
MBI MOT'YT COCTOSITh TIOYTH MOJIHOCTBIO U3 3TUX 00JIe€ TPUMUTUBHBIX KJIETOUHBIX
30H; TaKue CJIy4yau MUCTOPUYECKH HA3bIBAJIUCH JACTCKOM IreMaHTHONEPUIIMTOMOM.
Mopdonornueckne 0COOEHHOCTH KJIETOYHBIX 30H MUO(DUOPOMBI UMEIOT HEKOTO-
pbie 00IIKe YepThl ¢ MUONEPUIIUTOMOM, YTO MO3BOJSET MPEANOI0KUTh, YTO 3TO
ponctBeHHBIE Tporiecchl (puc. 17, 18). OObIYHO OTMEYaeTCs BHYTPHUCOCYINCTOE
pacnpocTpaHeHHE, HO OHO HE CBUJETENIBCTBYET O 3JI0KaY€CTBEHHOCTH HOBOOOpa-
30BaHusA. IMMYHOTHCTOXUMHYECKH 002 KOMITOHEHTa MHO(DHUOPOMBI SKCITPECCUPY-
10T SMA 1 00BIYHO OTPHUIIATENLHBI Ha IECMUH U h-KaJlbIeCMOH.
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Puc. 17. Knerounas muodubpoma. Xapaxrepusyercs ciusauem SRF-RELA, MoxkeT cocTosiTh
B OCHOBHOM H3 NIEPECEKAIOIIUXCS ITyYKOB BEPETCHOOOPA3HBIX KIETOK, UMHTHPYIOLINX BepeTe-
HOKJICTOYHYIO CAPKOMY

Puc. 18. Knerounas muodudpoma. Unentudukaims 6oee THIMYHBIX 00JacTeit MUOGUOPOMBI,

MMETOIINX THAIMHU3UPOBAHHBIC Y3€IKH, SBISIETCS KIIFOUYEBBIM acTIeKTOM JUIsl MX Au(depeHn-

POBKH OT Pa3IMYHBIX BEPETCHOKIETOUHBIX CapKOM. MOTyT OBITh TOJIE3HBI MOJIEKYJISIPHO-TEHE-
tuyeckue ncciueqosanusa SRF-RELA



Uzpenka mMuopuOpOMbI/MHUONIEPULIMTOMBI MMEIOT aTUIHUYHBIE MPU3HAKH,
B YAaCTHOCTH, BBICOKYIO KJIETOUHOCTH, IPEUMYIIECTBEHHO (DaCIUKYISAPHBIN pUCy-
HOK C HESIBHBIMU MUOHIHBIMU y3€JIKaMu, THQUIBTPATUBHBIA POCT U IIEPUHEBPATIb-
Hy10 nHBa3uio. [IpaBuibHas kinaccuuKams TakKux MOpaxeHUil 0ObIYHO TpedyeT
BBISIBIICHUSI HEOOJIbIIMX O4yaroB Oosiee TUnMUHOM MuopuOpombl. HecmoTps Ha
BBIPAKEHHYIO KJIETOYHOCTh U BapHaOeIbHYI0 MUTOTHUECKYIO aKTUBHOCTb, B 3TUX
MOpaXEHUSIX OTCYTCTBYET SJEPHBIN miaeoMopdusM Wi Hekpo3. B ornuume ot
KJIACCUYECKUX MUOGHUOPOM, B 3TUX OMYXOJSIX YaCTO HAOIIOAAETCS KOIKCIIPECCHUs
SMA u necmuHa.

HuToJsiorusi: KIMHUYECKHU HE3HAYMMA.

JlnarHocTuyeckasi MoJIeKYJIsipHas NAaToJorusi. PeapaHXMpOBKM T'€HOB
SRF u RELA npu KJI€TOUHBIX/aTUITUYHBIX MUO(PUOPOMAX MOXKHO UJIEHTUPUITUPO-
BaTh C TIOMOIIBIO MOJIEKYJISIPHBIX HCCIIEIOBAaHUM.

OcHoOBHbIE M :KejlaTeJbHble TUATHOCTHYecKHe Kputrepuu. OcHosHvle:
MHUOTIEPULIUTOMA: MHUOHIHBIE BEPETCHOBUAHBIC KJETKU, PACTYyIIME KOHLIEHTPH-
YECKH BOKPYI MHOTOYHMCIIEHHBIX MEJKHX COCyIOB; MUOGuOpoma: AByX(a3HbIii
XapakTep pocTa ¢ MPUMHUTHUBHBIMH KJIETOYHBIMH 30HAMH, YAaCTO UMEIOIIUMHU He-
KpO3bl, KaIbIU(UKALUIO U MUTOTHYECKYIO aKTUBHOCTb, OKPY>KEHHBIMHU THAJIH-
HU3UPOBAHHBIMU Y3€JIKaMH MHUOMJIHBIX BEPETEHOBHUIHBIX KIIETOK; KIJIETOUHasi/
arunuyHas MUO(pUOpOMa/MUOTIEPULIUTOMA: TIPE0OTANAIOIINNA KIETOUYHBIN THIT PO-
CTa BEpETEeHOOOPa3HBIX KJIETOK 03 SIIePHOTO TUIeoMOp¢U3Ma, YaCTO C KOIKCTIPEC-
cueit SMA u necmuHa.

Kenamenvhnvie (6 omoenvuvix cayuasx). mytauuu PDGFRB nipu muonepu-
nutome u Muoudpome; ciusinusi reHoB SRF-RELA mnipu kieTouHoi/aTHnngHoM
Muopudpome.

CraaupoBaHue: KIMHUYECKU HE3HAYHMO.

IIporuo3. bonbIIMHCTBO MUONIEPUITUTOM HE PELMIMBUPYIOT JaXKe MpPU He-
MOJTHOM HcceueHuu. JIoKanbHbIE PELHINBBI, BEPOSTHO, MPEACTABISAIOT COOOM
NPOJIOJKEHHBIM POCT, a He ACMCTBUTENBHO peluanBHOE pazButue. Kpaiine pen-
KO 3J7I0KaU€CTBEHHbIE MHUONIEPUIIUTOMBI IMEIOT arpeCCUBHBIN POCT M OTAAJIEHHOE
pacrpocTpaHeHHe C IJIOXUM KIMHUYeCKUM ucxogoM. OOmuii mporHo3 Ass coiu-
TapHBIX MUOGUOPOM OTIUYHBIN, 3TU OMYyXOJIU HE PELUIUBUPYIOT JOKAIBHO U HE
METacCTa3upyroT. 3a00JieBaHue Yy JETeH C MYJIBTULIEHTPUUYECKUM WU T€HEePaIn30-
BaHHBIM MHO(GUOPOMATO30M C MOPAKEHHEM BHYTPEHHHX OPraHOB U TOJIOBHOTO
MO3Ta UMeeT XyAIUI UCXO]I.
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AHT'MOJIEHOMHOMA

AHruoneiioMuomMa MpPEICTaBIsET COOOM TOOPOKAYECTBEHHYIO OIyXOJb,
KOTOpasi OOBIYHO BO3HHMKAET B JIEPME WJIU TOAKOKHON KJIETYaTKe U COCTOMT U3
xopouio U epeHIIMPOBaHHbBIX MEPUBACKYISPHBIX IJIaJKOMBIIIEYHBIX KIIETOK,
pPacroI0KEHHBIX BOKPYI MHOTOYHMCIIEHHBIX COCYAMCTBIX KaHalIoB. Mexnay aHru-
0JIEHOMHOMOM M MHUONEPULIUTOMOMN CYIIECTBYIOT MOP(OIOTrHUECKU MEPEXOTHBIE
BapUaAHTHI.

Koauposka MKb-0:

8894/0 Anruoneiiomroma

Koauposka MKb-11:

2E86.1 u XH7CLO JleiioMrnoma Apyroil Uiayu HEYTOUHEHHOM JIOKAIU3ALUU U
AHrrnoMroma

Cesi3anHasi TepMuHoJIOTHs. [IpriemiieMo: aHTHOMHOMA; COCYOUCTas JIEH-
OMHOMA.

IloagTHUNbBI: HET.

Jlokanu3sanus. Omnyxoiy Yaile BCEro BOZHUKAIOT B MOAKOKHOM KJIETYaTKe
WIH JIepME KOHEYHOCTEH, 3aT€M 10 YacTOTE€ BO3HUKHOBEHMS CJEIYIOT IOJIOBa U
miest (BKJIFOYasi HOCOBBIE Ma3yXU WM POTOBYIO MOJIOCTh) M TyjdoBuile. Hanbonee
yacTas conuaHas (opMa OOBIYHO BO3HUKAET HA HMIKHUX KOHEYHOCTSX, MEHEe
pacnpocTpaHEHHbIE BEHO3HbBIE (JOPMBI Yallle MOPaXKaroT 00NACTh TOJOBHI U IIEH.
Penxue xaBepHO3HBIE (POPMBI Hallle BCETO BOZHUKAIOT Ha BEPXHUX KOHEYHOCTSX.

Kiannunveckne ocodennocTn. O6pazoBaHue MPeCTaBICHO TBEPABIM, XOPO-
10 OYEPUYEHHBIM U MEJJIEHHO PacTyILIUM y3sioM. [IpruMepHO MonoBUHA aHTHOJEH-
OMHOM OO0JIE3HEHHBI.

INUAEMHOJIOTHS. AHTHOJIEOMUOMAa TNOpPAXKaeT JOACH B IIMPOKOM BO3-
PacTHOM JMana3oHe, I0CTUTasl MMKa B YETBEPTOM-IIECTOM JECATHIICTUSX KU3HU.
OO011ee COOTHOIICHUE MYXUYMH U KEHIIMH CPeAr 3a00JEBIINX COCTABISET MPH-
MepHO 0,7 : 1. Conuauplil TUN 3HAYUTENIBHO Yalle BCTPEYAECTCA Y )KEHIIUH, TO/1a
KaK BEHO3HbIN U KaBEPHO3HBIN TUIIbI HE3HAYUTEJIBHO IPE0OIaAA0T Y MY>KUHH.

ITHOI0THs. YCTAaHOBIIEHHOMN 3THOJIOTUHU HE CYILLECTBYET, XOTS HE3HAUNUTEb-
Has TpaBMa M BEHO3HBIN 3aCTOM HA3bIBAIOTCS B KAYECTBE MOTEHIUAJIBHBIX IPUYHH.

IlaTtorene3. Cunraercs, 4TO aHTMOJIEMOMAOMA BO3HUKAET W3 INIAJKHX MBIIIIL
cocyzioB. Coo01Ianoch 0 HUTOTEHETUUECKUX aHOMAJIMAX, BKIIOYasi MOHOCOMUIO
xpoMocombl 13 u nmorepro 6p, 21q u 13q. Peapanxuposka rena NOTCH?2, yacro
UACHTUQUIMPYyEMasl B ITIOMYCHBIX OMyXOJISIX, Oblj1a OOHapy X eHa B OJTHOM Cllydae
AHTMOJIENOMHUOMBI.

Maxkpockonuyeckuii BuA. OIyxonH, KaK MNpPaBWIO, OJUHOYHBIE, YETKO
OYEpUYCHHBIC U OTHOCUTENBbHO Hebonbiue (< 3 cM B auamerpe). MoxeT OBbITh
UIECHTU(OUIIMPOBAH MPUIISKAIINN KPOBEHOCHBIH cocyn (puc. 19).
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Puc. 19. AHrnoneiioMuoma: oryxoib UMEET MPUIIEHKALIYI0 BEHY U UETKUE TPAHULIbI

I'ncronmaronorusi. AHTHOIEHOMHUOMBI MOAPA3ACIIAOTCS HA TPU THCTOJIOTU-
YECKHUX MOJATUNA (COJIUAHbIE, BEHO3HbIE U KaBEPHO3HBIE) HA OCHOBE UX COCYIU-
cToit Mopdonoruu. AHTHOJIEHOMHOMBI COCTOAT M3 Iy4KOB Xopouio auddepen-
LIUPOBAaHHBIX ITIAJIKOMBIIIEYHBIX KJIETOK U KPOBEHOCHBIX COCYIOB MEX]Yy HUMHU
paznu4HOro pazmepa. Mutotudeckue GUrypsl OTCYTCTBYIOT.

AHruoneioMuomMa COJUJAHOTO TUINA UMEET IUIOTHO PACMONOKEHHBIC IMyYKU
[JIaIKOMBIIIEUHBIX KJIETOK, Pa3[eICHHBIX TOHKOCTCHHBIMU IIEIEBUIHBIMU COCY-
JTUCTBIMU KaHanamu (puc. 20).

Puc. 20. Aurnoneiiomuoma coiuiHoro tuna. CocTouT u3 nponudepupyronmx ria KoMbliey-
HBIX KJIETOK C IIIEJIEBUIHBIMU COCYMCTBIMH KaHAJIAMH MEXKITY HUMHU
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AHTHONEHOMHOMa BEHO3HOTO THUITA XapaKTEPU3yeTCs] KPOBEHOCHBIMH COCY-
JAMH C TOJICTBIMH MBIIICYHBIMU CTCHKaMU. [J1aKOMBIIIECUHBIC KICTKH COCYIIH-
CTBIX CTCHOK 3aBHXPSIOTCS U CMEUIMBAIOTCSI ¢ MEKCOCYAUCTBIMH ITyYKaMU TIIa-
KHUX MbII (puc. 21).

Puc. 21. Anrnoneriomuoma BeHO3HOTO TUna. COCTOUT U3 KPOBEHOCHBIX COCYAOB C TOJICTBIMHU
IVIaJIKOMBIIIIEYHBIMUA CTEHKaMH M MEKCOCYIUCTBIMU ITy4YKaMH JICHOMHUOLIUTOB

Onyxoib KaBEpHO3HOTO THUIIA COCTOUT U3 PACIIMPEHHBIX COCYAUCTHIX KaHa-
J0B ¢ nponrdepanyenl II1aJKOMBIIIEUHBIX TYYKOB B MEKCOCYAUCTBHIX MPOCTpPaH-
cTBax (puc. 22).

MoryT HaOnIOMaTHCS HEOTIa3UH CO CMeIIanHoi Mopdonorueii. Hexortopsie
OITyXOJIU COJEP’KAaT MHOIMEPUIIUTOMONOAOOHBIE AJIEMEHTHI ¢ KOHIICHTPUYECKOM
NepUBaCKYJISIpHOM ponudepanreit MeHee 303MHO(DUIBHBIX BEPETEHOBHUTHBIX WIH
OBOMJIHBIX MMOUJIHBIX KJIETOK. J[pyrue He3HauYnTEeIbHbIE TUCTOJIOTMYECKUE BapH-
AUy BKJIFOYAIOT aJUIOLMTAPHYIO METAIlIa3uIo (4aCTO OUIMOOYHO OMHMCHIBAEMYIO
KaK KOXKHAsi/TIOJIKOKHAsI aHTHOMHUONIUIIOMA) (pHC. 23), BBIpAXKECHHbIEC THAIIMHO3 U
KAJIBIIMHO3 U IETEHEPATUBHYIO aTUIHIO.

MIMMYHOTHCTOXMMUYECKU OIyXOJeBble KIETKH NU(P(Y3HO MOJIOKHUTETHHBI
Ha SMA ¥ KanblMOHUH M OOBIYHO BBIPAKEHHO MOJIOKHUTEIbHBI Ha h-KaiabaecMOoH.
Dkcrpeccus 1eCMUHa BapuadelbHa M MOXKET OBITh 04aroBOM MIJIM OTCYTCTBOBATb.
HMBA45 n/vnu Menan-A oTpUIIATETIBLHBI TaXE B OMYXOJIAX C aJUIOIUTAPHOU Me-
Tariasueu

[{uTo/i0rMsi: HE UMEET KIMHUYECKOW 3HAYMMOCTH.

J{uarHocTuyeckass MoOJICKY/JIsIpHAs NATOJOIMs: HE MMEET KIMHUYECKON
3HAYUMOCTH.
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Puc. 22. Aarunoneiiomroma kaBepHO3HOTo THNa. COCTOUT U3 KaBEPHO3HO PaCIIMPEHHBIX COCY-
JUCTBIX KaHAJI0B C TOHKUMHU CTCHKaMH U3 ITTAJKOMBIIIICYHBIX KJICTOK

Puc. 23. AarnoneiioMuoma ¢ aumnonnuTapHON MeTaruiasnuei



OcHOBHBIC M XKeJlaTeJIbHbIE IMATHOCTHYecKHe Kputepuu. OcHogHvie:
YETKO OYEpUYEHHAs OIMyXOJb, COCTOAIIAS M3 OOBIYHBIX TNIAJKOMBIIICYHBIX KIETOK
C KOHIIEHTPUYECKUM POCTOM BOKPYT COCYIUCTHIX KaHAJIOB Pa3IMYHOTO Kaauopa.

CragupoBaHue: HE UMEET KIMHUYECKOTO 3HAYCHHS.

IIporno3. AnruoneiioMnomMa — A00pPOKAYECTBEHHAs! OITyXOJlb, KOTOpas
OYEHb PEJKO PELUAUBUPYET MOCIE XUPYPTUUECKOTO YAAICHHUS.

CAMOKOHTPOJIb YCBOEHUSA TEMBbI

TEKCTOBBIE TECTbI

1. Yro U3 nmepeyucIeHHOI0 He ABJsIeTCs 100pPOKaAYeCTBEHHOM NePpUIMTAPHOMT
ONyXO0JbI0 coriiacHo Kiaaccupuxkannu BO3 5-ro nepecmorpa:

a) INIOMaHTMOMa; B) aHTUOJIEHOMHOMA; 1) IFIOMaHruoMuoma?

0) MUOIIEpULIUTOMA; T) JIEHOMHOMA;

2. Kakoii kon MKB-0 cooTrBeTcTBYET INIOMYCHOM onyxosiu, B/LY:

a) 8711/0; B) 8824/0; 1) 8840/0?
6) 8711/3; r) 8894/0;

3. Kakoil reHeTHYECKHH MeXaHU3M XapaKTepeH AJadA CHHIAPOMAa MHOKECTBCH-
HbIX CeMeNHBbIX INIOMYCHBIX onyxo.ﬂeﬁ:

a) aktuBHpytoume myTtanuu B reie KRAS;

0) MHAKTUBHpYIOIIKME MyTaluu B rene momyinnHa (GLMN);
B) peapanxupoBku rena NOTCH;

r) MmyTamuu B rene TP53;

n) amrugukanus rena EGFR?

4. Kakoit MOJIEKyJISIPHBII MapKepP 4aCTO aCCOLMUPOBAH CO 3JI0KAYeCTBECHHbI-
MH [NIOMYCHBIMH OITYXOJISIMH:

a) peapamwxkupoBku renHa NOTCH2; r) mytanus B rene IDHI;

0) myrauust BRAF p.Val600Glu; 1) Bce nepeuncieHnbie?

B) causaue EWSRI1-FLIT;

5. Kakoii I/IMMyHOFI/ICTOXI/IMI/I‘leCKI/lﬁ MapKep ABJIACTCH HauOo1ee XapakrTep-
HBIM AJIA INIOMYCHbBIX OHyXOJICﬁ:

a) CD34; B) SMA (m1agKoMbIIIEUHBIN akTHH); 1) cytokeratin?
6) S-100; r) desmin;
6. UTo xapakTepHO ISl CHMILIACTHYECKOH ITIOMYCHOM OIyXO0JIN:

a) OMyXOJb C BBIPQXKEHHOM SAEPHOHN arumnuel, HO 0e3 Jpyrux INpPHU3HAKOB
3JI0KaU€CTBEHHOCTH;
0) OMyXO0Jb C BHICOKOM MUTOTHYECKON aKTUBHOCTBHIO U HEKPO30M;
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B) OIyXOJIb C UHPUIBTPATUBHBIM POCTOM;
I') OIyXOJ1b, COCTOAIIASI UCKIIOYUTEILHO U3 BEPETEHOOOPa3HbIX KIIETOK;
1) OIyXO0JIb C OOMJILHON MUKCOUIHON CTPOMOIA.

7. Kakoii mogTHIn INIOMyCHO# OIyX0JIM 4Yallle BCero BCTPeYaeTcsl y NaleHToB
C CHHAPOMOM MHOKeCTBEHHBIX CeMeiHbIX IVIOMYCHBIX OIYXOJIeii:

a) COJIUJIHBIN THIT;

0) moMaHTrHOMa (TJIOMYBEHO3Has Maib(hopMarius);

B) NIOMaHTHOMHOMA;

') CHMILJIAaCTUYECKUH THII,

1) 37T0Ka4€CTBEHHBIN TUIT?

8. Kakoil nmpu3HaKk He fIBJISIETCH KpPHUTEpPHEM 3J10KAYeCTBEHHOM IIOMYCHOM
OIyXO0JIH:

a) BBIpa@)KCHHAA sA/ICpHAs aTUTIUS;

0) aTUNIUYHBIE MUTOTUYECKUE (DUTYPBIL;

B) pazmep > 2 cMm;

') TyOOKOE pacmoI0KEHNUE;

1) HATH9Hue HeKpo3a?

9. Kakoii NMPOUEHT I'TOMYCHBIX 011yx0.11e171 cOCTaBJIsAeT COJTUIHBIN THIL:

a) okoiso 20 %; B) 0K0JI0 75 %; 1) 100 %?
0) oxoimo 50 %; r) okoio 90 %;

10. Kakoii kon MKbB-0 cooTBeTCTBYET MHOTIEPUIIUTOME:
a) 8711/0; B) 8894/0; n) 8802/17?
0) 8824/0; r) 8840/0;

11. Kakoii MoJieKyJSIDHBI MapKep XapaKTepeH AJisi MUOTIEPUIIUTOMBI H MU-
0(puOpoOMBI:

a) mytanuu B reie PDGFRB;

0) peapamxupoBku reHa NOTCH;

B) myTtanuu BRAF;

r) cusiaue EWSR1-ETS;

n) amiundukanus MDM27?

12. Yto TaKkoe MHONIEPUIIMTOMATO3:

a) MHO)KECTBEHHBIC MUOTIEPULIUTOMBI B Pa3HBIX OPraHaX;

0) muddy3HO0e KOKHOE U MOAKOKHOE MOPAKEHUE MUKPOCKOITUYECKUMU MHU-
OTIEPUIIMTOMATO3HBIMU y3€JIKaMH;

B) 3JI0KQU€CTBEHHAsI MUOTIEPUIIUTOMA;

') MUOTIEPUILIUTOMA C BBIPAKEHHOU S/IEPHON aTUIIHEH;

1) MHOTICPHUIIMTOMA, aCCOIIMUPOBAHHAS C BUPYCOM DminTeiHa-bapp?
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13. Kakoil rUCTOIOTMYEeCKUI MPU3HAK XapaKTepeH st MUO(PUOPOMBI:
a) nByx(a3HbIi XapakTep pocTa ¢ MPUMUTHUBHBIMU KJIETOUYHBIMH 30HAMH H
TUAJIMHU3UPOBAHHBIMHU Yy3€JIKaMU;
0) OTHOPOJIHBIE KPYIVIbIE KJIETKHU C EPUBACKYIIIPHBIM PACIOI0KEHUEM;
B) MyYKH BEPETEHOOOPA3HBIX KIETOK C OOMIBHOW MUKCOUIHON CTPOMOIL;
I') KJIETKH C BBIPAXKEHHOM SIIEPHOM aTUIIMEN 1 MHOTOYUCIIEHHBIMU MUTO3aMU;
1) HaTu4YKre aTUMUYHBIX MUTOTHUYECKUX (pUryp.

14. Kakoii HMMYHOTHCTOXUMHYECKHH NMPou/Ib XapakrepeH 1 Muoguo-
POMBI:

a) SMA+, desmin-, h-caldesmon-; r) CD34+, SMA-;

0) SMA-, desmin+, h-caldesmon—+; 1) S-100+, SMA-?

B) SMA+, desmin+, h-caldesmon-+;

15. Kakoii reHeTH4yecKMii MapKep acCOMMMPOBAH C KJIETOYHOI/aTHNMYHOI
Muopudpomoii:

a) ammmugukanus rera MYCN; r) mytaiuu BRAF;
0) peapanxupoBku rena NOTCH; n) ciusgaue renoB SRF-RELA?
B) myTanuu B rene PDGFRB;

16. Kakoii nporuo3 y coJuTapHbix MUOGpuOpom:
a) arpEeCCUBHBIN, C YaCTHIMU METaCTa3aMU;
0) OTIIMYHBIN, 0€3 PeLUIUBOB U METACTA30B;
B) HEONPEICJICHHBIH, 3aBUCUT OT pa3Mepa;
I') IUIOXOM, C BBICOKOM YaCTOTOW MECTHBIX PEIUIUBOB;
1) 3aBUCHUT OT Hanuuus myTaruii B PDGFRB?

17. Kakoii kon MKB-0 cooTBeTCTBYET AaHTHOJIEHOMHOME:

a) 8711/0; r) 8840/0;
0) 8824/0; ) 8802/1?
B) 8894/0;

18. Kakoifi rucToIOrHYecKHd NOATHI AHTHOJIeliOMHOMBbI HauOoJiee 4YacTo
BCTpPeYaeTcsl HA HUKHUX KOHEYHOCTAX:

a) COJTUIHBINA THIT, ') MUKCOUTHBINA THIT,

0) BEHO3HBIH THII; 1) STMATEITUOUTHBIN THII?

B) KABEPHO3HBII THII,

19. Kakoil NIpoOLEeHT aHTMOJIeHOMMOM SIBJISIETCH 00JIe3HEHHBIMM:

a) oxosio 10 %; r) okoio 75 %;
0) oxomo 25 %; n) npaktaaeckn 100 %?
B) oko0:10 50 %;
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20. Kakoii MMMYHOTHCTOXUMHYECKMH MapKep SIBJISIETCH MOJI0KUTEIbHbIM B
aHrHoJIeiOMHOMAX:

a) HMB45; r) SMA;
0) Melan-A; 1) S-100?
B) CDI117;

21. Kakoii reHeTH4YeCKHA MapKep BO3MOKeH /I AaHTH0J1e/i0OMHOMBI:

a) Peapamxupoka rena NOTCH2;
0) Myranusa BRAF p.Val600Glu;
B) Ciussuue EWSR1-FLI1;

r) Myranus B rene IDH1;

1) Amrmmugukanus reaa MDM27?

22. Kakoii NpoOr{o3 y aHruoJaeioMmuoMbI:
a) 4acCTO PELUIUBUPYET;
0) MOXXET METacTa3upoBaTh;
B) 100pOKaYeCTBEHHAS, PEAKO PELUIMBUPYET MOCIE YIAICHHUS;
I') arpeccuBHasi, C MJIOXUM IPOTHO30M;
1) HEOTIPEACICHHBIN?

23. Kakoii moATHII IJIOMYCHOM OIYXOJIM XapPaKTepPU3yeTcsli KABEPHO3HBIMHM Ie-
MAaHTHOMONOAOOHBIMHU COCYIMCTHIMHM CTPYKTYPaMH, OKPY’KeHHBIMH He00JIb-
IIMMH I'PYNIIAMH [JIOMYCHBIX KJIETOK:

a) COJIUJTHBIN THIT; ') CUMIUIAaCTHYCCKUH THII,
0) IOMaHTHUOMa; 1) 37I0KaY€CTBEHHBIN THII?
B) NIOMaHTHOMHOMA;

24. Kakoii BO3pacTHOM MUK BCTPEYAEMOCTH aHTH0J1eHOMHOMBI:

a) MepBOE NCCATHIICTHE )KU3HU;

0) BTOpPOE-TPEThE IECATHIICTHS,

B) YETBEPTOC-IIICCTOC ICCATUIICTHE,

r) crapmie 70 jeT;

1) paBHOMEPHOE pacIipe/ie]IeHUE 1Mo Bo3pacTam?

25. Kakoii THII IVIOMYCHOHM OIYXOJIM ACCOLMMPOBAH ¢ HelpoduOpomarozom
I Tuna:

a) ITIOMaHTUOMa;

0) NIOMaHTHOMHUOMA,;

B) TIOAHOTTEBAs TIIOMYCHAsI OITyXOJIb;

I') CHMITJIAaCTHYECKas TIIOMYCHasl OIyXOJIb;
1) 3JI0KaU€CTBEHHASI TJIOMYCHAs OITYXO0JIb?
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26. Kakoil MOJIEKYJISIPHBIN MEXaHU3M JIEZKUT B OCHOBE IJIOMYCHBIX OIyXOJIei,
aCcCOUMUPOBAHHBIX ¢ HelipopuOpomaro3om I Tuna:

a) OmasenbHas nHakTuBaus NF1; r) AMmmndukanus rera MDM?2;
0) peapanxupoBku rena NOTCH; n) Coussuue EWSR1-FLI1?
B) myTanuu BRAF;

27. Kako# mMpOLEHT 3JI0KA4eCTBEHHBIX IVIOMYCHBIX OIIYX0JIeH MeTacTa3upyer:
a) meHee 10 %; r) okoio 80 %;
0) okoo 40 %; n) npakruaecku 100 %?

B) okos10 60 %;

28. Kakoii rucTo10ru4ecKuii NpU3HaK He XapaKTepeH 1JIf 3JI0Ka4eCTBEeHHOM
MHONEPUIIUTOMBI:

a) BBIpOKCHHAS s/ICPHAS aTUTIUS;

0) MHOTOYMCJICHHBIE MUTO3BI;

B) MH(PWIBTPATUBHBIN POCT;

T') IEPUBACKY/ISIPHOE PACTIOIOKEHNE KIIETOK;
1) OTCYTCTBHE HEKpo3a?

29. Kakoii HMMMYHOTHCTOXHMMHYECKMH MApKep XapaKTepeH JAJA MHONePHLIH-
TOMBI:

a) CD34; r) S-100;
0) SMA; n) Cytokeratin?
B) Desmin;

30. Kakoii moaTHN AHrH0JIEHOMHOMBI XaPAKTEPHU3YyeTC KPOBEHOCHBIMH COCY-
AAMHM € TOJCTHIMH MBIIICYHBIMH CTEHKAMU:

a) COJIUTHBIN THIT; ') MUKCOUIHBIN THII;
0) BEHO3HBIN THII; 1) AMUTETUOUTHBINA TUTT?
B) KaBEPHO3HBIN THII;

31. Kakoif rHCTOIOTHYeCKHH NMPU3HAK M03BoJIsAeT AU depeHunpoBaThb Kie-
TOYHYI0 MUOGUOPOMY OT BepeTeHOKJIETOYHOI CAPKOMBI:

a) HAJIMYUE THATMHU3UPOBAHHBIX Y3€IIKOB;
0) BeIpaXXCHHAS sI/ICPHAST aTUTIHS,

B) BBICOKAsi MUTOTHYECKasi aKTUBHOCTH;

T') HaJTM4YKME HEKPO3a;

1) UHUIBTPATUBHBIA POCT?

32. Kakoil reHeTHYeCKMH MapKep SIBJSETCH NMOTCHUHUAJbHON TepaneBTHYe-
CKOIl MUIIIEHbIO TIPH IJIOMYCHBIX OMYXOJISAX:

a) mytaruu NF1; r) cusiane SRF-RELA;

0) peapanxupoBku NOTCH; 1) BRAF p.Val600Glu?

B) myTtanuu PDGFRB;

28



33. Kakoii TNl IJIOMYCHOM OILYX0JIM PaHee HA3bIBAJICH JAETCKON reMaHruone-
PUIIATOMOM:

a) KJIeTouHasi MUOpUOpOMa y MIIaJICHIIEB;

0) IIOMaHTUOMa;

B) NIOMAHTMOMMOMA;

I') 3JI0KaUE€CTBEHHAsI [NIOMYCHAsl OIyXOJIb;

1) CUMITJIaCTHYECKas TIIOMYCHasl OyXOJb?

34. Kakoii ”MMYHOTHCTOXMMHUYECKHII MapKep OTpULIATe/IeH B AaHTHOJIeHOMMU-
OMax ¢ QIUNOIUTAPHON MeTaIJIa3Hei:

a) SMA; r) Desmin;
0) H-caldesmon; 1) Calponin?
B) HMB45;

35. Kakoii moaATHII INIOMYCHOM OIYXO0JIM XapPaKTePU3yeTC KOHIEHTPHUYeCKUM
NEePUBACKYJISIPHBIM POCTOM KPYIHBIX BePeTEHOBU/IHBIX MUOMIHBIX KJIETOK:

a) IJIOMaHTHOTIEPUIIUTOMA;

0) IIIOMaHTHOMa;

B) INIOMAaHTHOMHOMA;

I') CUMIUIACTHYECKasi TIIOMYCHAs! OIyXO0Jb;
1) 3710Ka4eCTBEHHAs TTIOMYCHAs! OIyX0Jb?

36. Kakoii kon MKB-0 cooTBeTCTBYET IVIOMYCHOM OILYXOJIH 3J10KA4€CTBEHHOI:

a) 9540/3; B) 8806/3; 1) 8803/3?
0) 8711/3; r) 8842/3;
37. Kakoii npo1eHT rI10MYCHBIX OIyX0JIeii HMeeT MHOKeCTBEHHbIE MOPAKeHNsI:
a) okoiso 1 %; B) OKOJI0 25 %; 1) okoJio 75 %?
0) okosio 10 %; r) okoJio 50 %;

38. Kakoif moaTHUI IJIOMYCHOM OIYXOJIM YPe3BbIYailHO pPelOK U UMeeT CXO/I-
cTBO ¢ 1M dy3HoI cocyrucTon MaabhopManmen:

a) INIOMaHTMOMAaTo3;

0) IIOMaHTuOMa;

B) NIOMaHTHOMHOMA;

I') CUMITJIAaCTHYECKasl TIIOMYCHas OIyXOJIb;

1) 3JI0KaU€CTBEHHAsI TJIOMYCHAs OITYXO0JIb?

39. Kakoii HMMYHOTHCTOXUMHYECKMH MapKep HMeeT BbIPAKEHHYI0 NepuieJi-
JIIOJISIPHYIO0 IKCIIPECCHIO B INIOMYCHBIX OITYyXOJISIX:

a) xomareH [V; r) CD31;

0) TaMHUHUH; 1) gaxrtop VIII?

B) (GUOPOHEKTHUH;
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40. Kakoii THII 3JIOKA4eCTBEHHOM IJIOMYCHOM ONYXOJIM HANIOMUHAET NMPUMM-
THBHYI0 KPYIJVIOKJICTOYHYIO OIIyXO0JIb:

a) BEPETCHOKJICTOYHBIN THIT,

0) KpYIJIOKJICTOUYHBIH THIT,

B) SMUTEITUOUIHBIN THUIT;

I') MUKCOUHBIN THUI;

1) TIeOMOp(HBIN THI?

41. Kakoii MoJIeKY/JISIpHbIIi MeTO1 TNOATBeP KAaeT AUATHOCTHKY 3JI0Kaue-
CTBEHHBIX [TIOMYCHBIX OIyXOJIeii:

a) BeIsiBJIeHUE peaparxupoBok reHa NOTCH;
0) onpenenenue myTtanuiit BRAF;

B) 00a BapHaHTa;

') HA OJIUH U3 BapHAHTOB;

n) Tonpko FISH na EWSR1?

42. Kakoii rucToIOrH4eCKuid NPU3HAK XapaKTepeH NI [NIOMAHTMOMHOMBbI:

a) IEPEXOIbI OT TUITUYHBIX TIIOMYCHBIX KJIETOK K Y/UTMHCHHBIM KJIETKaM, Ha-
MTOMUHAIOIIIUM 3PEJIbIe TIIaIKNUE MBIIIIIIBI;

0) KaBepHO3HbIC TEMaHTHOMOIIOIOOHBIE COCYIUCTHIE CTPYKTYPHI;

B) BBIpQXKCHHAS sIEpHAs aTUINS 0€3 MUTOTUYECKON aKTHBHOCTH;

T') MHQUIBTPATUBHBIN POCT M HEKPO3;

1) OOMIbHAS MUKCOHTHASI CTpoMa?

43. Kakoii moaTun aHrnoJieiioMuoMbl HandoJiee YaCTO BCTPEYaeTcs Ha BepX-
HUX KOHEYHOCTHAX:

a) COJTUIHBINA THIT,

0) BEHO3HBIH THII;

B) KABEPHO3HBII THII,

') MUKCOUIHBIN THIT,

1) AMUTETUONIHBINA TUTT?

44. Kakoii HMMYHOTHCTOXMMHUYECKHA MapKep 04aroBO MO3UTHBEH MJIM MO-
’KeT OTCYTCTBOBATH B IVIOMYCHBIX OILYXOJISIX:

a) CD34; r) KojutareH IV,

0) SMA; 1) Calponin.

B) H-caldesmon?
45. Kakoii 3THO/NI0OrHYecKui (PAKTOP acCOUMHMPOBAH C MHUONEPHUIMTOMOM Yy
0oabHBbIX ¢ BUY:

a) Bupyc OmnireitHa-bapp; ') BUPYC Teprieca;

0) BUpYC ManMJUIOMbI YEJTOBEKA; 1) Bupyc renarura B?

B) IIUTOMETAJIOBUPYC;
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46. Kakoii reHeTH4YeCKHil MeXaHU3M BbIsIBJIsAeTCSl npuMepHo B 70 % mnpu ce-
MeIHbIX MHOKECTBEHHBIX ITIOMYCHBIX OIyXOJIfAIX:

a) MUKpPOJIETICINH; T') TPAHCIIOKAIUH;

0) OMHOPOIUTEIHCKASI TUCOMUS, 1) HTHBEPCUN?

B) TPUCOMMH;

47. Kakoil rucTo/IOrH4eCKNid MPU3HAK XapaKTepPeH 1JI KABEPHO3HOI0 THIA
aHI'H0JICHIOMHOMBI:

a) pacIIMpPEHHbIE COCYAUCThIC KaHaJbI C MPOIUQepannen raaKOMbIIIEYHbIX
MYYKOB B MEXCOCYIUCTBIX MMPOCTPAHCTBAX;

0) TOHKOCTEHHBIE IIETIEBUIHbIE COCYINCThIEC KaHAJIbI;

B) KPOBEHOCHBIE COCY/IbI C TOJICTHIMH MBIIIEYHBIMH CTEHKAMH;

r) 00MIIbHAS MUKCOUIHAS CTPOMA;

1) BbIpa)KeHHAs sJIepHast aTUIus?

48. Kakoii nporuo3 y aereii ¢ reHepajan30BaHHbIM MHOGHUOPOMATO30M € OPA-
’KeHHMeM BHYTPEHHHMX OPTraHOB:

a) OTJINYHBIN; ') HeOMaronpUsITHBIN;
0) XOoporIuii; 1) HEOTPEICIICHHbI?
B) YIOBJIETBOPUTEIHHBIN;

49. Kaxkoii MoJIeKyJISIPHBII MapKep XapaKTepeH 1Jisi MUONIePUIMTOMbI, aCCO-
HUHMPOBAHHOU € CeMEeHHbIM MHO(UOPOMATO30M:

a) 3apojpiiieBas myTanus B rene NOTCH3;
0) myTtauust BRAF p.Val600Glu;

B) peapamxupoBku rena NOTCH2;

r) cmusituue EWSR1-FLIT;

1) amrugukanus reda MYCN?

50. Kakoii rucTo/Iorn4yecKuii NPU3HAK He XapaKTepeH 1JI THIUYHOM IJIOMYC-
HOM OILYXO0JIN:

a) MEJIKHE OJTHOPOJIHBIC OKPYTIIbIC KIICTKH;

0) IEHTPAIBHO PACIIOIOKCHHBIC OKPYTIIBIC SIPa;
B) YETKO OYECPUYCHHBIC TPAHUIIBI KIIETOK;

T') BBICOKAs MUTOTHYECKasl aKTUBHOCTB;

1) PacIoIOKEHHE B TIEPUBACKYJISIPHBIX THE3/1aX?

51. Kakue u3 cieayommx MOJeKYJISIPHbIX adeppanuii MO:KHO YBUAETHh B 10-
OpoxayecTBEHHBIX INIOMYCHBIX ONYXOJISAX:

a) ETV6-NTRK3; r) MIR143-NOTCH1/2/3;

06) EWSRI1-FLII; n) EWSR1-CREB?

B) SS18-SSX2;
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TECTbI C PACYHKAMM

1. Ha u300pakeHMH NMPeICTABJIECHA OIYXO0Jb, COCTOSINIAA M3 PACIIMPEHHBIX
COCYIUCTBHIX MPOCTPAHCTB, BBHICTJIAHHBIX HECKOJIbKUMH CJI0SIMH IVIOMYCHBIX
KJIETOK. YTO0 3T0 32 OIyX0JIb:

a) ITIOMaHTUOMA;

0) conuaHas TIIOMYCHAsI OITyXOJIb;

B) CUMIUTACTUYECKASI [TIOMYCHAs OITyXOJIb;

I') 3JI0KaUE€CTBEHHAsI [NIOMYCHAsl OIyXOJIb;

1) MUOIIEpUIIUTOMA?
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2. Ha u300pakeHUH NMOKA3aHA HEOOJIbIIAS ITIOMYCHAS OILYX0JIb, 00pa3ylomias
orpaHu4yeHHoe oOpasoBanue. Kakoi 310 THII IIIOMYCHO# OILYXO0J1H:

a) INIOMaHTUOMa;

0) CONMIHBIN THIT,

B) TJIOMAaHTHOMHOMA;

') CHMIUTACTHYECKUAN THIT,
1) 37I0Ka4€CTBEHHBIN THII?
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3. Ha u300pakeHMH NpeACTABJIEHA IVIOMYCHAsl ONyX0Jb COJIMAHOIO THIIA,
COCTOSIIIAsl U3 KPYIVIBIX OJTHOPOJAHBIX KJIETOK € YeTKO OYepPYeHHbIMH I'PaHM-

namu. Kakoii ”MMYyHOrHCTOXMMHYECKHH Mapkep OyleT MOJIOKHUTEJIbHBIM B
ITHX KJIETKaX:

a) Desmin; r) SMA;
6) CD34; 1) Cytokeratin?
B) S-100;
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4. Ha n3o0paxeHnN MOKa3aHA [IOMYCHAasl OIYXO0J/Ib C BbIPA:KEHHOM si/IepHOM
aTunuei, Ho 6e3 MUTOTHYECKOI aKTUBHOCTH. UTo 3T0 32 THII:

a) CUMILJIACTUYECKAs ITIOMYCHAsl OITyXOJIb;
0) 370KauecTBEHHAs TJIOMYCHasl OIyXOJIb;
B) IJIOMAHTHOMA;

I') [TIOMaHTHOMHUOMA;

1) MHOTIEPUITUTOMA?
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5. Ha n3o00pa:keHuH mnpeacTaBjIeHA 3JI0KAaYeCTBEHHAasl [IIOMYCHAasl OMYXOJIb.
Kakue TnbI 3J10Ka4eCTBEHHOM IVIOMYCHOM OIIyXO0JIH CYLIeCTBYIOT:

a) MUKCOUIHBIA THIT,

0) SIIUTETNONTHBINA THIT,

B) BEPETECHOKJIECTOUHBIN U KPYTJIOKJIETOUHBIN TUIIBI;

r) TUIEOMOP(HBIN THIT;

1) BEPETECHOKJIETOYHBIN — €IMHCTBEHHBIN TUII?
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6. Ha u3o0pakeHun noka3aHa MHONEPUIIUTOMA C TOJCTOCTEHHBIMH COCYIa-
MU, KOHIIEHTPU4YECKH OKPYKEeHHbIMH KPYNHBIMU BePETEHO00PA3ZHBIMHU OIY-
X0JIeBbIMH KJIeTKamMu. Kakoil 3T0 THII MUOTIEPUIIUTOMBI:

a) MUKCOUHBIA THIT,

0) TeMaHTHOTICPUITUTOMHBIH THIT,
B) BHYTPHUCOCYIUCTHIN THII;

I') KJIACCUYECKUHN COJNIMIHBIN THIT;
1) KJIETOYHBIN TUN?
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7. Ha u300pakeHNH NpeaCcTABJI€HA MHONEPULIMTOMA ¢ MHOTOYMCJIEHHBIMH
TOHKOCTEHHbIMHM BETBSIIIIUMHUCH COCYIAMHU M MEPUBACKYJISIPHBIM POCTOM MH-
OMIHBIX OMYXO0JIeBbIX KJIeTok. Kakoii 310 THm:

a) TeMaHTUONIEPUIIUTOMHBIN THTI;
0) CONMMIHBIN THIT,

B) BHYTPHUCOCYIAMCTHIN THIT,

') MUKCOUIHBIN THUII;

1) KJIACCUYECKUMN TUTT?
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8. Ha u3o0pakeHun nmokaszaHa BHyTpuUcocyaucTas muonepunuroma. Kakoi
Xapakrep pocta Ha0/I101aeTcs B 3TOi omyxoau?

a) HHQUIBTPATUBHBINA POCT;

0) MeprBaCKYISIPHBIA POCT KJIETOK MHOUTHOM OITYXOJIH;

B) DKCIICHTPUYHBIA POCT;

r) SHAO(UTHBIN POCT;

1) 9K30(DUTHBIN POCT.
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9. Ha u3o0pakeHuM npeacTaBjieH MUONIEPUIIUTOMATO3 ¢ MHOTOYUCIEHHBIMH

MEJKHMH Y3€/JIKOBBIMHU arperaTaMu. I'ne vame Bcero JIOKAJIHU3YETCHA 3TOT IIPO-

mece

a) B KOXK€ U TIOJKOKHOU KIIETYATKE;

0) BO BHyTPEHHUX OpTaHax;

B) B KOCTSIX;

I') B TOJIOBHOM MO3T€;
1) B JKEITYJIOUYHO

KUILIEYHOM TpaKTe?
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10. Ha u3o0paxeHMM NMOKa3aHA 3J10KaYeCTBEHHAasi MMONEPHUIIUTOMA C aTH-
NUYHBIMA MHUOUJIHBIMH OIYX0JI€BHIMH KJI€TKAMHM M MHOTOYMCJIEHHBIMH MH-
To3amu. Kakoii emie npu3Hak xapakrepeH AJIsl 3TO OMYXO0JIH:

a) HHQUIBTPATUBHBINA POCT;

0) YeTKHE TPAHUIIBI,

B) OTCYTCTBHUE HEKPO3a;

T') HU3Kas KJI€TOYHOCTb;

J1) OTCYTCTBHE aTUMTUYHBIX MUTOTHYECKUX Puryp?
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11. Ha u300paskeHnHu npeacTaBjeHa KieToYHass MUoOpuOpoma, cocTosas B
OCHOBHOM M3 NepeceKalouXcs MYYKOB BepeTeHOBUIHBIX Ki1eToK. Kakoii mo-
JIEKYJISIPHBII MapKep XapaKkTepeH 1JIsl 3TOH OIMyXO0JIu:

a) amrmudukanus MDM?2;

0) mytaruu BRAF;

B) peapanxupoBku NOTCH;

r) myTtaiuu PDGFRB;

n) custaue SRF 1 RELA?
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12. Ha u300paxeHnu nokazaHa anruoJsieiiommoma. Kakoii moarun anruoJiei-
OMHUOMBI NPEACTABIEH HA H300Pa’KEeHUM:

a) CMEIIaHHBIN THII;

0) BCHO3HBIH THII;

B) KaBEPHO3HBIN TUII;

I') IO U300paKEHUIO0 HEBO3MOKHO OIPEIEIINTh;

1) COTUTHBIN THII?
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13. Ha u300pa’keHUMH TNPeEACTABJICHA AHTHOJIEHOMHOMA COJIMJAHOIO THUIA C
HeJeBUIHBIMHU COCYIUCTHIMH KaHajaMu. Kakoii HMMYHOTMCTOXMMUYECKHUH
Mapkep OyaeT MoJIOKUTEIbLHBIM B 3TOM OIyX0JIH:

a) SMA;

0) HMB45;

B) Melan-A;

r) S-100;

n) CD117?
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14. Ha n300pakeHnH MOKa3aHA aHTHO0J1eHOMMOMA BEHO3HOI0 THIIA € TOJICTHI-
MH IVIaJKOMBIIIEYHbIMHM CTEHKAMH cOCy10B. Kakoi emie KOMIIOHEHT NPHUCYT-
CTBYET B 3TOH OIYXOJIU:

a) MHOTOYHCIICHHBIC MUTO3HI,

0) oyaru HEKpoO3a;

B) MEXCOCYIUCTBIE ITyYKH JICHOMUOITUTOB;
T') BBIpOKEHHAS SJCPHAS aTUITHS;

1) oOUTbHAsI MUKCOHMIHAS CTpoMa?
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15. Ha n3o0paxeHHH NpeICTABJICHA AHTMO0JIEIOMHOMA KaBePHO3HOI0 THIIA €
KABEPHO3HO PaCHIMPEHHBbIMH COCYIMCTBIMHM KaHajgaMu. Kakoil THMII CTEHOK
HMEIOT 3TH KaHAJbI:

a) TOHKUE CTEHKHU U3 IV1aIKOMBILIEYHBIX KIJIETOK;
0) ToJCThIE THATTMHU3UPOBAHHBIE CTEHKH;

B) CTEHKH U3 (puOpO3HOI TKaHU;

') CTEHKH U3 3JaCTHYECKUX BOJIOKOH;

1) CTEHKH U3 TIOTIEPEYHO-TI0JI0CATON MBIIIICYHON TKaHU?
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16. Kakoe u3 cieaylomux yTBep:KIeHHH OTHOCHTEJLHO 3TOr0 IOPaKeHUs

BEpPHO:
a) HanOoJiee pacrpoCTPaHEHHOE MECTO — TOJIOBA;
0) MOIOKUTENBHBIN pe3ynbTaT Ha MSA, h-kanbpaecMoH, kosutare [V tuna;
B) 100pOKaYeCTBEHHBIC OIMYXOJIM UMEIOT OOJBIION PUCK PELUINBA;
T') IPUMEPHO B 25 % ciyyaeB MOXKET J1aBaTh METACTa3bl?
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17. Kakoe u3 cjeaylomuX yTBep:KI€HHH OTHOCHTEJIHLHO 3TOr0 TNMOpaKeHHs

BEPHO:

a) KJICTOYHBIC THE3/1a HE CBS3aHBl C HEMHOTOYHCICHHBIMH KPOBEHOCHBIMU
cocyaamu;

0) 3a007eBaroT yaIe My>X9uHbI ctapiie 60 JeT;

B) UMEIOT BapuabebHYI0 AMHUTEINANBHYIO WIH CallbHYIO AU (dEepeHIIMPOBKY;

I') KJIIETKU MEJIKHE, OJJHOPOAHBIE, OKPYIIIbIE, C LIEHTPAIBHO PACTIONIOKEHHBIM
OKPYTIBIM poM, aM(buUIBHON WU clierka 303MHO(DUIBHON IIUTOIIIa3MOM?

OTBETDI:

TexcroBble TecThbl: 1 — 1;2 —a;3 —0;4—1,5—B;6 —a; 7 — 0;
8—8;9—8B;10—06;11 —a;12—0;13—a;14—a; 15— ;16 —06;17 —
B; 18 —a;19—B;20—1;21 —a;22 —8B;23—06;24 —B;25—B; 26 —a;
27 —0;28—1;29—06;30—6;31 —a;32— ;33 —a;34—18;35—a;
36 —0;37—0;38—a;39—a;40 —0;41 —B;42 —a;43 —B; 44 — a;
45 —a;46 —0;47 —a;48 —1;49 —2a;50 —r1;51 — 1.

Tectbl ¢ pucynkamm: 1 — a; 2 — 6;3 —1;4 —a; 5 —B;6 — 13
7—a;8—6;9—a;10—a; 11 — o112 — ;13 —a; 14 — B; 15 — 3a;
16 —0;17 —r.
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