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ITpoGaemb1, BO3HUKAOMINE IIPU
AUATrHOCTHKE IOYE€YHO-KAETOYHOI'O PaKa

= [lnarHoctunka onyxosien co CBETMOoN uuTonnasmomn
o OudgnarHos mexgy ccRCC n chRCC
o OudpaunarHos mexgy ccRCC n pRCC
o OudpgunarHos mexgy ccRCC n pcRCC
Q

HOwnarHoctuka TFE-3 n TFE-B BapraHTOB novye4yHo-
KNeTOYHOro paka

OndanarHos mexay oHkouutomon n chRCC
[narHocTnka 303MHOUNBbHLIX OMyXonen
[dnarHocTuka capkoMaTongHoro paka

= [narHocTtuka gpyrmx BapMaHTOB NOYEYHO-
KNeTOYHOro paka

' Kaaccuueckuii XpoMoOOHBIN pak
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‘ AncpAHarHos Me>KAy ccRCC u chRCC
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CBETAOKAETOYHBIN NAITMAAAPHBINA ITIOYE€YHO-
KAE€TOYHBIU PaK

1-4% Bcex pe3seunpoBaHHbIX onyxonei. MNopaxaeT B3pocnbix oT 18 go 88 ner,
6e3 nonosoro npeobnagaxus. Onyxonb criopagnyeckasl, Ha KOHEYHOW cTaaun
NOYEeYHON HEAOCTATOMHOCTU WM Npu cuHapome BoH unnens-flunaay.
OO6bIYHO BbISIBNAIOT CriydanHo. HekoTopble nauueHThl xkanyTes Ha 6onm B
XMBOTE Unu B GoKy.

Makpockonus. Onyxornb 06bIYHO ManeHbKas, MHKancynmpoBaHHas,

pT1. Pegko mynstudpokansHOCTb u/unm bunatepansHocTb. LiBeT noBepxHocTn
BapbUpyeT, HEKPO30B HET.




CBEeTAOKAETOUHBIN HAITAAAAPHBIN II0YEYHO-

KAE€TOYHBIU PaK

TybynapHble, nanunnsipHble, aunHapHbIe,
KMCTO3HbIE, NEHTOBUAHbIE U CONMUAOHbIE
CTPYKTYPbl B Pa3fiM4yHoOM NponopLmu.
OnyxoneBble KNETKM OT KyOM4eckmx 0o
HU3KUX LUITMHOPUYECKNX, C OKPYITbIMU, B
OCHOBHOM MOHOMOPMHbLIMU SApamMu ¢

4] He3aMeTHLIM APbILLKOM, PACMONOXEHHbIE
‘| nuHeliHo B psig HA PacCTOSHUK OT

6asanbHol MembpaHbl. bonbwmHcTBO G1-
2. ®nbpo3Hasa n/unu rmagkomMblLLeYHast
cTpoma B pasHon nponopumn. Hekotopble
onyxonu ¢ npeobnagaHvem
rMagKoMbILLEYHOTO KOMMOHEHTa (MoYeyvHas
aHrMoMmoageHoMaTonaHas Onyxornb)
cefyac OTHOCSIT B 3Ty KaTeropuio.
Onyxonesbill HEKPO3, MepusacKynspHasi
UABA3UA UMQOOBACKVITADHAdA UHBA3UA
omcymcmeyom

CBETAOKAETOYHBIN NAITMAAAPHBINA ITIOYE€YHO-

KAE€TOYHBIU PaK

= CBeTNoKMeToYHbIN NanunapHbIA pak
MOXET HanoMuHaTb CBETIIOKNETOYHbIN
pak. B To e Bpems, CBETNOKNETOYHbIN
paK MOXeT UMeTb poKasribHOe CTpoeHue
NanumnIspHOro CBETIIOKNETOYHOrO paka.
MoryT BO3HUKHYTb CIOXHOCTWU Npu
OrpaHU4YeHHON UrofibHOM Broncuu.
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[Tarment C., 38 aAet. [logeuHO-KAETOUHEIN pak

[ TarmmenT C. CBETAOKAETOYHBIN
HAITUAAADHBIN [TIOYECYHO-KAESTOYHBIN DaK

10.10.2017



[ TarmmeraT C. CBETAOKAETOYHBIN

VIMMyHOTHCTOXUMHIYIECKAH IPOPUAD
CBETAOKAETOYHOIO ITAIIMAAAPHOIO paKa

I R e
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= CBeTNOKNEeTOYHbIN
NOYEYHO-KNETOYHbIN paK

o CK7- (B yactu criydaeB
CK7+), CD10+

= CBeTnokneToYyHbIN
NanuIMsipHbIN NOYE€YHO-
KIeTOYHbIN pak

o CK7+ (amuddysHo), CD10-
(B YacTu cny4aeB o4aroBo

+)
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IToyeyHO-KAETOUHBIN PaK C TPAHCAOKAITHEN

MiTF

MiTF-accoummpoBaHHbIN MOYEYHO-KNETOYHbIN pak
BOBMeKaeT 2 uneHa (cnusiHue reHos TFE-3 n TFE-
B): NOYEYHO-KNETOuUHbIV paK, aCCOLUNPOBAHHbIV C
Xp11 TpaHcnokauuen u cnngHuem reHa TFE-3 n
MOYEYHO-KIEeTOYHBIN pakK ¢ t(6;11) TpaHcnokauuen un
cnusHuem reHa TFE-B

Oxkono 40% negmaTpnYecKnx NOYEYHO-KIETOYHbBIX PAKOB C
Xp11 TpaHcnokauun, ogHako okono 1,6-4% RCC B3pocnbix
coctaBndeT Xp11 pak.

T(6;11) RCC ecmpevyaemcsi MeHee Yacmo, Yyem Xp11

mpaHcnokayusi. OnucaHo okoso 50 nayueHmos.
CpedHuli so3pacm 31e.

IToyeuHO-KAETOYHBIN PaK, CBA3AHHBIN C
Xp11.2 TpaHcaokarueti/ cAuAHIEM reHa

lMoxox Ha
CBETJSIOKNETOYHbIN paK

ConutapHas
KOpTMKanbHas onyxosb
KOPUYHEBO-XXENTOro
uBeTa

dOoKyCbl HEKpO3a U
KPOBOU3NUSHMS

Makpockonusa. Het
YETKNX XapaKTepUCTHUK.
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‘ Mopdosornueckue npusHaku TFE3
II0YEYHO-KACTOUYHOI'O pPaKa

=  Mukpockonusa. BonblMHCTBO
onyxonen nanunnsipHoOro
CTpPOEeHus, cocTosLas u3
ANUTENUONAHbIX CBETIbIX
KneTok ¢ obunvem
ncaMMOMHbIX Ternew,.

= Xp11 RCC Takke MoOXeT
HaNOMWHAaTb CBETIIOKNETOYHbIN
pak, nanunnsipHbln pak,
MYMbTUNOKYNAPHYIO KUCTO3HYHO
ONyXosib, OHKOLMTOMY 1
ANUTENUONAHYIO
aHMMOMMONNMOMY.

= UMX. 100% sgep
akcnpeccupyoT TFE3

‘ IToueyHO-KAETOUHBIN PaK, CBA3AHHBIU C
t(6;11) TparcAokanmeii/ cansHIEM TE

= Y geten n MoNoabiX B3pOCHbIX
(cpegHun BospacTt 17 ner)

= [loka usy4yeH nnoxo

= bonbwunHcTBO onyxonen t(6;11)
OndasHble, cocTosAwme U3 rHesq
KPYMHbIX ANMUTENNONOHBIX KNETOK U
KnacTepoB U3 HEGOMbLUMX KNEeTOK
BOKpYr 6a3anbHon MembpaHbI.
XapakTepuayeTtcs 3anyTaHHbIMU
€OVHWUYHBIMW HAaTUBHbIMU
peHanbHbIMK TyBynamu no mx
nepudepun. Mopdonorua Xp11 n
t(6;11) KapuUMHOM YacTUYHO
nepekpbIBaeTcs

] |_|pl/l NMMYHOTMCTOXMUYECKOM

nccnegosaHum sgpa 100% onyxornesbix
KreTok akcnpeccupyot TFE-B

= OyaroBo No3nNTMBEH K MenaHy A
n HMB-45

10.10.2017

11



[TpormOoCcTHYECKHE U TIPEAUKTUBHBIC

daxTopHL.

BbpkmBaemocTtb ¢ Xp11 TpaHcnokauunen noxoxa Ha
CBETIIOKINETOYHBIN PaK M 3HAYUTENBHO XyXKe, Yem Npu
nanunnsapHom pake. Npu MynbTMBapMaHTHOM aHann3e ToSbKO
OTAaneHHble MeTacTasbl U NOXUITON BO3PACT ABMSAOTCA
He3aBUCKMMbIM NPEANKTOPaMn CMepTH.

t(6;11) 0bbl4HO MHOONEHTHBIE onyxonu. M3 50 ony6nnkoBaHHbIX
cny4yas Tonbko 4 uMenu metacTasbl, U3 KOTOpbIX ymepnu 3.
BonblKnHCTBO onyxonen T1 nnn T2 ctagnn MMetoT
AobpoKavyecTBEHHOE TEYEHME.

MiTF accouunpoBaHHble KapLuUHOMbI UMEIOT TEHAEHLUNIO
meTactasmpoBaTb Yepe3 20 unm 30 neT n UMeTb HU3KWIA
nponudgepaTnBHbIA YPOBEHD.

Ha koHdepeHunmn B BaHkyBepe (2012 r.)
onpegeneHo TpeboBaHne, 4YTOOLI BCe
NOYEYHO-KINETOYHbIE paku Y MOMO4bIX
NauMeHToB N NpU 0COBEHHOCTSX
MMCTONOrMYECKOro CTPOEHNS B JSIl060M
BO3pacTHOM rnepuone A0STKHbI ObITb
NPOTECTUPOBAaHbI HA HanNuyue
cneumndunyeckon TpaHcnokaumm TFE-3 n
TFE-B

10.10.2017
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TFE-3 BapmanT

31r
KAETOYHOTO paKa
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‘ [Tarmmentka b. TFE-3 moueyno-
KAETOYHBIM PaK
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VIMMyHOTECTOXUMIUYECKA XapaKTEPUCTUKA
TFE3 1mogegHo-KAETOYHOTO paxa

OMA akcnpeccupyetcs cnabee, yem npu
ccRCC

YacTas akcnpeccus katencuHa K

= TFE3 — B agpax okono 100% onyxoneBbIX
KNeToK.

CAIX akcnpeccupyeTtcs peako (5,7%
Onyxonen) n o4aroBO BOKPYr HEKPO3OB, MO
cpaBHeHuto ¢ 100% ccRcc, Ho Tonbko B 1,8%
pRCC

10.10.2017

14



| Uro OOIIIETO y 9TUX OITYXOACH?
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‘ Oxcapeccus TFE

LR AE S ARG

Do OAHA U T2 KE OIIYXOAB?
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Do OAHA U TA 7K€ OIIYXOAB?

| AnddepeHnmarbHBIT ALATHO3

T & {7 S0

= CBEeTNOKNETOYHbIN
NOYEeYHO-KINETOYHbIN
pak

o CK7- (B yactu cniyyaeB
CK7+), CD10+, TFE-3-.

10.10.2017
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Mmmyrorucroxummaeckntt mpodpuas [TKP

ccRCC pRCC -I pRCC-II chRCC onkouuromMa | TFE-3 TFE-B
CK7 - +++ +/- + - +/- -
Bumentun + + +- - - +/- +
CD10 + -1+ -+ - - +- -
RCC +++ - I+ - - _ -
P504S -/ +H+ ++ - - +- +-
+(10%)
TFE-3 - - - - - 100% -+
siiep
TFE-B - - - - - 100%
saep
Parafibromin +/- .
AQP6 4+ +/-
PAX8 + + + R
Exanrepun - - - +++ +/-
CD117 - - - +++ +/-

‘ XpoMO(OOHBIH paK UAU OHKOITUTOMA?

G

10.10.2017

18



‘ Omnkonmroma? XpoModOOHEINA pak?
AnddepeHImaAbHBIN AHATHO3

OHKOIIUTOMA

XpoMoGoOHBI pak

[lepunyKneapHbIe rajno OTCYTCTBYIOT

IlepunykneapHsie rajao IPUCYTCTBYIOT

Slnpa okpyrible BuyTtpusinepHsie 00p0o3151, HHBaTHHATHI
Komnonnuoe xeneso - KomnonHoe xeneso +

CK7- CK7+

CD117 + CD117 +++

E-xaarepun + E-xaarepun +++

EMA muromnasmar okp EMA mem0paH okp

Bumenrtun- Bumenrtusn-

RCC- RCC BapuabenbHO

| Oxcrpeccus CK7

OHKOLIMTOMa

XpoMOGo6HbIN pak

10.10.2017
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CBeTNIOKNEeTOUHbIN
RCC +, CD10+,

OHKouuTOMa
CK7-, BAMEHTUH+

CK7-, CD117+,
E-kagrepun+

XpoMooGHbLIN
CK7+, CD117+++,
E-kaarepuH+++
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OHKOHI/ITaprIﬁ BapHaHT ITAITIAAAPHOI'O
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‘ 3 caygait. OHKOITITOMA

CK7-
CD117+
E-kagrepuH+
AMACR-
BumeHTuH-
RCC-

CD10-

10.10.2017
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| CapKOMaTOUAHBIA PaK

= OTOT BapmaHT Bonblue He BblAENAT B OTAESbHYIO
HO3010rnM4Yeckyto opMy, OH ABNAETCS
neandpdpepeHUnpoBaHHON POPMON OLHOIo U3 yxe
OMMCaHHbIX BapnaHToB. Ecnn npucyTCcTBYIOT XOTS
6bl POoKyCbl capkoMaTongHon anddepeHUnpoBKHY,
9TO HeBNaronpUATHO BIMSIET Ha KITMHMYECKOoe
TeYeHne 1 OKOH4YaTenbHbIN NPOrHo3 3abonesaHus.

= CapkomaTongHas kapuMHoMa BCTpevaeTcs B
ccRCC, pRCC, chRCC u CDC. lNpwu
CapkoMaToOMaHOWN KapLuMHOMe Heobxoanmo
nccnegosaTb 60MbLLIOE KOMMYECTBO KYCOYKOB
onyxonu v nposegeHue UIMX ona sepudukaumm
BapuaHta RCC.

| CapKOMATOMAHBIN paK

10.10.2017
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HacaeACTBEHHBIT A€EHOMUOMATO3 U ITIOYEYHO-
KAE€TOYHBIU PaK

=BbonesHb cBa3aHa ¢
MyTaumen reHa FH (fumarate
hydratese), asnstoLierocs
ONyXOneBbIM CyrnpeccopoM,
TNOKann3oBaHHOTO Ha

“ 4

“(‘:ﬂ e e £ 3 s >
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T

IAyTOCOMHO-HOMVIHaHTHOG
HacnegoBsaHue.

mBcTpeyaetcs peako.

10.10.2017
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HacaeACTBEHHBIN AEHOMUOMATO3 U ITIOYEYHO-

KAE€TOYHBIN PaAK

OnpegeneHue: NMoyeyHo-
KIMETOYHbIN paK,
accounnMpoBaHHbIN C
HacneAcCTBEHHbIM
nenommnomartosom n RCC
MOXET ObITb NCKITOYUTENBHO
NanunnsipHeIM UM UMETb
CTPOEHME KapLUUHOMbI U3
npotokoB bennuuun. Nmeet
Aagpa ¢ SapbIKaMu, BOKPYr
KOTOpPbIX C NEPUHYKIEONAPHOE
npoceeTneHne. Onyxonu
COYETaKTCH C HEMOYEYHbIM
NIeoMMoOMaTO30M U1 HECYT B
cebe repMuHarnbHy0 MyTaLuio
FH.

Knunuka: Y 85% naumneHTtoB
NEenoMUOMBI KOXN U MaTKu.

Haunbonee 4acTo NopaxeHus KOXu PyK 1
rPYAHOW KNEeTKW NpeacTaBneHbl
y3enkamu ot 0,5 0o 2 cm, uBeTa Koxu,
KOTOpble MOryT 6bITb 60NE3HEHHBIMM
(cemenHbIN NeoMMoMaTo3 KOXN U MaTKu
unu cuHgpom Pupga).

Y KEHLUMH PUCK pa3BuTUS
MHOXECTBEHHbIX PaHHUX NIENOMUNOM
MaTKW, HapyLleHne umkna. Jlenommomebl
MaTKM KpynHble, 4acTo NpuYyanveble,
M.6. saepHble npusHaku kak B RCC.
Hauano koxHoro neommnomatosa ot 10
no 47 net, nenommom maTtkm — 18-52 ner,
cpegHun Bospact 30 nerT.

AppeHarnbHasa HogynspHasa runepnniasust
— OOHO- NN ABYCTOPOHHSS, 6e3
0310Ka4YecTBNEeHUsN

HacaeACTBEHHBIT AEIOMHUOMATO3 U ITIOYEYHO-

KAE€TOYHBIU PaK

Makpockonus: ogMHO4YHOe 00pa3oBaHue, KUCTO3HOE,
connaHoe, KNCTO3HO-conmaHoe, ot 2,5 oo 12 cm. Yaule B
KOPKOBOM BeLLEeCTBE, HO MOXET ObiTb U B MO3roBOM.

FucTonorna: obbIMHO NANUNNAPHOE CTPOEHME C KPYMHBbIMU
KneTkamm ¢ 06MnbHOM 303MHOMUIBHON LUTOMNIAa3MOMN,
KPYMHbIMW 9A4paMn U 3amMeTHbIMU SAPbILLKaMU, NOXOXUMU Ha
BKMOYeHUsi. OnncaHbl pasnnyHble BapuaHTbl CTPOEHUS:
TYOYyNApHbINA, TYOYNO-KUCTO3HBIN, CONUAHBLINA, CMELLaHHBIN.
XapaktepHble gapa MoryT 6bITb TONMbKO hoKanbHO.

NIrX - nomepsi FH u ceepxakcnpeccusi

MoAupuyUpPo8aHHO20 YUcmeuHa — S-2-cCyKUuuHoyUucmeuHa.

MporHo3 nnoxon. RCC nmeet TeHAEHUMIO K
pPaHHEN N LUMPOKOW ancceMmHaummn. Metacrasbl
MOryT ObITb Aaxke Npy ManeHbKOW ONyXOoru.

10.10.2017
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CyKnmHaT-A€rIAPOTHHA3a-Ae PUITUTHBIN

IIOYEUYHO-KAECTOUYHBIN pak

Onpegenexnue. SDH-
0eULNTHBIA NOYEYHO-KNETOYHbIN

paK - 3r0KayecTBEHHas
anuTenuarnbHas onyxorsib,
cocTosiLasn m3
BaKyONM3npoBaHHbIX OT
303UHOUSTBbHBIX A0 CBETSbIX
KNeToK, U noTepen aKkcnpeccum
SDHB UIMX mapkepa —
ONCOYHKUMN MUTOXOHAPUANbHOro
komnnekca ll. BonbWNHCTBO
naunmeHToB UMeeT BPOXKAEHHYIO
mMyTtauuto SDH-reHa. Mytauum B
cyobeanHuuax SDH-B (1p35-36) n
SDH-D (11g23)

Pepkas onyxone, 0,05-0,2% Bcex
KapuMHOM NOYKMN, OOMbLLUNHCTBO
nayueHToB — monoasle noau,
cpeaHun Bo3pacTt 38 ner,
npeobnagatoT My>x4mHbl 1,8:1.

KnunHuka. bonblumnHCTBO onyxonen
orpaHuyeHo noykoun. Boeneyexne

OKOIOMOYEYHOW KneT4yaTKn, BEH Unu
CuHyca pegko. MynbTudokansHoCTb 1

6unartepanbHocTb y 30% npu

ANUTEenbHOM nepuoae HabnaeHus .

MeTacTasbl pegko.

XapakTepHbl CEMeNHbIN aHamMHe3
SDH-kapLuMHOMbI, NaparaHriinomsl,
unu SDH-gedununTHBIE
racTpOVMHTECTUHAIbHbIE
CTpOMaribHbIE OMyXOru.

MaKPOCKOHMﬂ. O6bIYHO YeTKO o4yepyeHHas, XXenTo-KopnyHeBad
conungHasa onyxosnb, MYNbTUKUCTO3HbIE USMEHEHUA PEOKO.

I'ucrosorusa

Hanbonee yeTkas
XapakTepucTuka — npucyTcTeue
LMTONNasMaTuyeCcKnx Bakyornem
WM XNOMNbEBUAHbIX BKIHOYEHUN,
KOoTopble cogepxaT
303VHOUIBHBIN UNKU GregHbIN,
NOXOXW Ha ObIMKY MaTepuarn, n
€CNnun ero MHoro, oH Npugaet
NEeHUCTLIN BNA.

B HekoTopbIx cnyyasix, 0COBeHHO
B OMyXOrsiX C BbICOKOW siAepHOM
aTunuen, aTn BKIIKOYEHUS MOTYT
ObITb NONTHOCTBIO pa3peXeHbl U
NOEeHTUMMLMPOBATLCSA TOSBKO
nocne TLaTenbHOro
nccrneaoBaHus.

MoxeT bbITb TpaHchopmaLums
BbICOKOW CTeneHu
3I10Ka4eCTBEHHOCTW, MHOraa
capKoMaTouaHble N3MEHEHMS.

UrX. Moteps SDH akcnpeccun no3sonsiet

OMarHoCcTMpoBaThb 3TOT pak.
[MaparaHrnnoma, racTpouHTECTUHaNbHas
cTpoMarbHas onyxonb, NUTyuTapHas
ageHoma Takke SDH-HeraTuBHbI.

30% onyxonen no3utueHel kK MCK, CD117-,

CK7-(+meHee 3%) PAX8+, noveyHo-
cneundnyecknn kKagrepuH +,
HEMPO3HAOKPUHHbIE MapKepbi-.

10.10.2017
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