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IIpo0JsieMbl, BOZHUKAKOIIUE NPH
THATHOCTHKE MOYE€YHO-KJIETOYHOI0 PaKa

[lnarHocTuKa onyxonemn co CBeTNOoMn
LMTOMNNIa3Mon

AundpamarHos mexagy ccRCC n chRCC
OudanarHos mexay ccRCC n pRCC
AndpanarHos mexay ccRCC u pcRCC

HunarHoctuka TFE-3 n TFE-B BapuaHTOoB
NoOYeYHO-KNEeTOYHOro paka




MyJILTI/IJ]OKyJISIpHaSI KHCTO3Had OIMyXo0Jib
HHU3KO0I'0 3JI0KQYECCTBCHHOI'0 ITOTCHIINAJIA

OnpegeneHue: onyxorb, COCTOALLANA U3
KUCT, NEPEropoKkn KOTOPbIX cogepxat
OoTAernbHbIE KNETKU UMW FPpynMbl CBETIbIX
KINeTok 6e3 3KCMaHCMBHOIO PocTa.
Mopdonoruyeckun onyxonu
cooTBeTCTBYOT CCRCC HM3KOM CTENEHMU,
HO He JaloT MeTacTasoB U peLvaMBOB

[o 2016 r — BbICOKO-
AndepeHumnpoBaHHbI pak G1.
UIX n reHeTurka — kak ccRCC.

MporHo3 Ha ocHoBaHuK 6onee 200
nauneHToB, Ha NPOTAXeHUN 5 ner.

MyJabTHIOKYJISIPHASA KUCTO3HASI OMYX0JIb HU3KOIO
3JI0KA4Y€CTBEHHOI 0 MOTEeHNAJIa

MeHee 1% OT Bcex onyxonen nodek. Yaule y B3pOCnbIX CpegHero
BO3pacTa, HECKOMbKO YaLle Y MY>XYUH.

Makpockonus: O6bIYHO CONMTapHOE NOpPaXeHue, OnyXosb
COCTOMT UCKMYNUTENBHO U3 KACT pa3HOro pasmepa, pasaeneHHbIX
TOHKMMM NEeperopoakamm 1 3anofiIHEHHbIE CBETbIM CEPO3HbIM UIK
KenaTUHO3HbIM COAEePKUMbIM MHOFAA C reMopparn4yecknmv
aetputom. ConudHble HOOyIu HecoeMecmuMbl ¢ 3mum duazHO30M.

Mukpockonusi: KUCTbl BbICTNAHbl OAHUM CITOEM OMYyXOMneBbIX
KIETOK C OOUNBHOWM CBETIION LIUTOMNA3MOM U MESTKUMUN OKPYTIbIMA
sapamu 6e3 agpbiwek (G1-2 no WHO/ISUP). Hekpo3sel,
cocyducmas uHea3usi U capKkomamouoHasi dughgppeHyuposka
uckKmroYarom amom ouazHos.

Perpeccupytowmn ccRCC ¢ KnCTO3HOM fgereHepauuen,

3KCTEHCUBHOWN rManuHu3aumen u CKonneHnamMm remocumaepunHa He
OOJDKHbI NMPUHUMATbLCA 3a 3TY ONMyXOJlb.
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MynbTUNOKYNApHAa KUCTO3HAA NOYEYHO-
KNeTo4yHas

MynbTUNOKYNAPHas KNCTO3Has MOYeYHO-
KeTo4yHas
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CBETIOKJIETOYHBIM BAPUAHT

CBETNOKNETOYHBIN pak — MOPEONOrMYeckn rereporeHHas rpynna
3110Ka4€CTBEHHbIX OMyXOren, COCTOSALas U3 KNETOK C MyCTON Unn
303UHOUIMBEHOW LUTONNA3MON. TN ONYyXONN MMEIOT TUMUYHYIO
COCYAUCTYIO CeTb U MHakTuBauuio VHL, ¢ HapyLleHueM perynsumu
rMNoKCMA-UHAyLMpyoLLero dakropa

Haunbonee yacTbii BapnaHT (okorno 65-

70%)

MCTOYHWK NpOnCXOXAEHNSA —
NpoKCcUMarbHble KaHarnbLbl

Heneuuns, peako TpaHcnokaunsa 3p, npu
crnopagnyeckom pake mytauusa VHL B
34-56% cnyyaeB

MynbTULEHTPUYHOCTE U/MnK
bunaTtepanbHOCTb MeHee YeM B 5% npu
crnopagmn4yeckom pake

Mpu cuHapome Hippel-Lindau
XapaKkTepHbl MyNbTULLEHTPUYHOCTb,
bunartepanbHOCTb M paHHUIA BO3pacT Ha
MOMEHT ANarHOCTUKN

MpeobnagatoT MyX4YnHbI, BO3pacT

00bI4HO cTapwe 50 net

[TanuuIspHBIM BapuaHT

3nokavyecTBeHHasi onyxoJsib, ncxogdLiasa U3 annTennA
NnoYeYHbIX KaHarnbLueB, UMEET nanuriyidapHoe nin
Ty6yr|;|pHoe CTpOEeHNE N YaCTO YETKO OTrpaHn4yeHa.

Bropas no YacTote onyxorb no4yku, 18,5% ot
BCEX OMyXOnen NoYkn

Pa3Hbin BO3pacT — oT geten go rnybokumx
ctapukoB. Cpeam B3pOCnbIX CPeAHNIA BO3pacT
59-63r.

PasBuBaeTcs U3 npokcnmMarnbHbIX KaHanbLeB
Tun | — yacTo MmynbTUdOKaneH
Tun Il - nmeeT Bonee BbICOKYO rpagaLmnio

HaGniogaeTtcs TpycoMmsi Unu TeTpacomus 7,
TprcomMus 17 1 pexe noTepst Y XpomMocoMm,
noTepst reTepo3nUroTHOCTH 3p
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Xpomo(hoOHBIH pak

5-7% Bcex RCC. bonblnHCTBO
cnopagunyeckne, Ho bbiBatoT
HacnegcTBeHHbIe POPMbI.

Mk Ha 6 gecaTuneTumn, ¢ konebaHnem
BO3pacTa OT AeTCKOro A0 CTap4ecKoro.
Cnerka npeobnagalT MyX4 HbI.

_Onpepenenue:
XapaktepusyrTca KneTkamu ¢
BbIpaXXeHHOM KNETOYHOM
MeMOpaHON U CKOMKaHHbIMM
AnpamMm ¢ NEPUHYKIIEAPHbIM rano u
6negHon 303MHOUNBHON
LIMTOMNMa3MOMN.
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OnyxoneBasi TETEpOreHHOCTh

Onyxonun 13 KreTok ¢ OTYETNIMBOM
MembpaHoun. Bce nu oHu siBnsitoTcA
XpPOMOOOHbIM pakom?
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HNudanarno3 mexay CCRCC u chRCC

1. Makpockonuyeckasi KapTuHa
2. CTpoeHue cocyamcTom ceTu
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NmmyHorucroxumuueckuit mpoduis [TKP

ccRCC pRCC-I pRCC-II chRCC pcRCC TFE-3 TFE-B
CK7 - +++ +/- + + +/- -
Bumentun + + +/- o -+ +/- +
CD10 + -/+ -+ - - +/- -
RCC +++ - -+ - -+ - -
P504S -/ +++ ++ - - +- +-
+(10%)
TFE-3 - - - - - 100% -1+
siep
TFE-B 5 e o S = 100% sinep
Parafibromin +- el
AQP6 +++ +/-
PAX8 + + + +
Exaarepun - - o o+
CD117 - o R -
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Onyxonu n3 TyBynsApHbIX CTPYKTYP
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Jndpauaruos mesny cCRCC u pRC
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Ikcnpeccust CAIX
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CBeT/I0KJIeTOYHBIH NANMJIISIPHBIN MO4Y€YHO-
KJICTOYHBIN paK

I .U“ Il

OnpepeneHue: IHOoneHTHas
noyevHas anuTenvanbHas
OryXorb, COCTOALLAS U3 HEXHbIX
CBETMbIX 3NUTENUanbHbIX
KNEeTOK, CKNaabIBalOLLUXCs B
TyOynbl U COCOYKM C
npeobnagaHvem pacnonoXeHus
s0ep no oAHOW NUHUK BAANM OT
©asanbHo MeMbpaHbl U YETKUM
UMMYHO(PEHOTUMOM.

1-4% Bcex pe3eLpoBaHHbIX onyxonen. MNopaxaet B3pocrnbix oT 18 go 88 ner,
6e3 nonosoro npeobnagaHuns. Onyxonb cnopagnyeckasl, Ha KOHEYHON cTaaun
MOYEYHON HEJOCTaTOMHOCTU WK NPU CMHAPOME BOH unnens-fuHaay.
OO6bIYHO BbISABNSIIOT Cry4anHo. HekoTopble NnauneHTbl xanylTcs Ha 6onu B

XuBoTe unu B 6oKy.

Makpockonusi. Onyxonb 06bI4HO ManeHbKasi, MHKancynMpoBaHHas,
nokanu3soBaHa B kope. KnuctosHele nsmeHeHunst yactel. bonee 95% onyxonen
pT1. Pegko mynetndokanbHOCTb n/unu bunatepanbHocTb. LiBeT noBepxHoCcTu

BapbUPYET, HEKPO30B HET.

30.09.2018
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armuent C., 38 neT. IloueuHo-K1eTOYHBIN

[HammenT C. CBETIOKIETOUHEII
MATTAJUIPHBIN TIOYE€YHO-KJICTOYHBIN
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[HammmenT C. CBETIOKIETOUHEIHN
MATTAJUIAPHBIA TIOYEYHO-KJIETOYHBIN

TOXUMHYECKHIA TIPO(PHIIH
JIOKJIETOYHOTO MaNMJUIIPHOTO paka

k
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CBEeTNOKMNETOYHbIV NAanNUNAPHbIA = CBETNOKNETOYHbIN MOYEYHO-
NOYE€YHO-KITETOYHbIN paK KIETOYHbIN pak
« CK7+ (amddysHo), CD10- ~ CK7- (B yactu cny4yaes
(B yacTtu criydyaeB o4varoso +), CD10+
o4aroBo+)

[HammenT C. CBETIOKIETOUHEII
MATTAJUIPHBIN TIOYE€YHO-KJICTOYHBIN

haYs R
paix |

14



30.09.2018

Onyxonu ¢ NanunnsipHbIMN CTPYKTYpamm
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IToyeyHO-KJIETOYHBIN PAK € TPAHCJIOKAIHEH
MITF

MiTF-accounmpoBaHHbIA MOYEYHO-KITETOUYHbIN pak
BOBIekaeT 2 uneHa (cnusaHue reHos TFE-3 n TFE-
B): MOYEYHO-KIETOUHbIN paK, aCCOLMNPOBAHHbLIN C
Xp11 TpaHcnokauven n cnusaHmem reHa TFE-3 n
NOYeYHO-KMEeTOYHbIN pak ¢ t(6;11) TpaHcrnokaumen n
cnnaHvem reHa TFE-B

Oxkono 40% negunatpuyeckmnx No4YeYHO-KNETOYHbIX pakos C
Xp11 TpaHcnokaumn, ogHako okono 1,6-4% RCC B3pochnbIxX
coctasnset Xp11 pak.

T(6;11) RCC ecmpeyaemcs meHee yacmo, yem Xp11
mpaHcnokayusi. OnucaHo okoso 50 nayueHmoes.
CpedHul eo3pacm 31e.
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MMMYHOTHCTOXMMHYECKA XapaKTepPUCTHKA
TFE3 noueyHo-KJIETOYHOTO paKa

OMA akcnpeccupyetca cnabee, yem npu
ccRCC

UacTtas akcnpeccus katencmnHa K

TFE3 — B agpax okonio 100% onyxoneBbIX
KIETOK.

CAIX akcnpeccupyetca pegko (5,7%
Onyxosnen) 1 o4aroBO BOKPYr HEKPO30B, MO
cpaBHeHunto ¢ 100% ccRcc, Ho Tonbko B 1,8%
pRCC

Mopdoaornueckue npuznaku TFE3
MOYe4YHO-KJIEeTOYHOI0 paKka

Mwukpockonus. BonblwMHCTBO
YEeTKOro MCTOMNOrM4eCcKoro
cTpoeHune Xp11TpaHcnokauum
RCC nanunnapHas onyxofb,
cocTosILLas N3 ANUTENMONgHbIX
CBET/bIX KNEToK ¢ obnnmem
ncamMOMHbIX Terned,

Xp11 RCC Takke MOXeT
HaNOMMWHaTb CBETIIOKNETOYHbIV
pak, nanunnspHbIn pak,
MYMbTUMOKYTSPHYIO KUCTO3HYHO
OnyXxoJib, OHKOLMTOMY U
3ANUTENNONAHYIO
aHMMOMMOIMMOMY.

NIrX. 100% sigep akcrnpeccupyroT
TFE3

30.09.2018
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IHoyeyHO-KJIETOYHBIN PAK, CBA3AHHBIN €
t(6;11) TpaHcaoKaueii/cAUTHIEM TeHA
TEFEB

Y peten n Monoaplx B3pOCIbIX
(cpegHwnin Bo3pacTt 17 neT)

[Moka n3yyeH nnoxo

BonblmHcTBO onyxonen t(6;11)
OudasHble, COCTOSLLNE U3 THE3
KPYMHbIX 3NUTENMONAHBIX KNETOK
1 KracTepoB u3 HebornbLUMX
KINeToK BOKpyr 6asansHom
mMembpaHbl. XapakTepusyetca
3anyTaHHbIMW €OVHUYHBIMU
HaTWMBHbLIMW pPeHarnbHbIMN
TyOGynamum no mux nepudepumn.
Mopdonorusa Xp11 1 t(6;11)
KapuUHOM YacTUYHO
nepekpbiBaeTcs

Mp1 UMMYHOIMCTOXMMUYECKOM
nccregosaHum sapa 100%

OMNyXONneBbIX KMNETOK

akcnpeccupytoT TFE-B

OyaroBo Nos3nTUBEH K MenaHy A

n HMB-45

[IporHocTuyeckue u MpeIMKTUBHBIC
(haKkTOpHI.

BbpkmBaemocTb ¢ Xp11 TpaHcnokaumen noxoxa Ha
CBETNOKMETOYHbIN paK 1 3HAYUTENbHO XyXe, YeM npu
nanunnsapHom pake. Npy MynbTMBapnaHTHOM aHanm3e TOMbKO
OoTAaneHHble MeTacTasbl U MOXWION BO3PaCT ABNAOTCA
He3aBMCUMbIM NPEeAMKTOPaMm CMEPTY.

t(6;11) 0BbIYHO MHOONEHTHbIE onyxonu. M3 50
onybnMKoBaHHbIX Cry4as Tonbko 4 UMenu meTacTasbl, U3
KOTOpbIX yMepnu 3. 60nbWMHCTBO onyxornen T1 unm T2 ctagun
nUMeloT LOOpoKaYeCTBEHHOE TEYEHNE.

MiTF accounnpoBaHHble KapUMHOMbI UMEOT TEHOEHLNIO
MeTacTaanpoBaTb Yepe3 20 unm 30 neT n UMeTb HU3KUI
nponudepaTuBHbIA YPOBEHb.
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Ha koHpepeHumm B BaHkyBepe (2012 r.)
onpegeneHo TpeboBaHue, 4TOOLI BCe
NOYEYHO-KINETOYHbIE Pakn Y MONOAbIX
NayneHToB 1 Npu 0OCOBEHHOCTSAX
MMCTONOMMYECKOro CTPOEHUs B Ntobom
BO3pacTHOM nepuoae OOMMKHbI OblTb
NpOTECTUPOBAHbI Ha HanMyne
cneundomnyeckon TpaHcnokauum TFE-3 n
TFE-B

[Taruent P., 311. TFE-3 BapuaHt
MOYEYHO-KJIECTOYHOI'0 paKa

L TCLE ¥

30.09.2018

19



30.09.2018

[Tatmentka b. TFE-3 moueuno-
KJIETOYHBIN PaK
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NmMyHOTrHCTOXMMHAYECKAS
xapakrepuctuka T FE3 moueuno-
KJIETOYHOI'O paKa

OMA akcnpeccupyetca cnabee, yem npu ccRCC

MCK+/-, BUMeHTUH -/+, PAX-8+, CD10+/-, RCC+/-,
HMB-45 n menaH A o4yaroBo+/-, NSE+/-

YacTas akcnpeccus katencuHa K
TFE3 — B agpax okono 100% onyxonesbiX KNEeTOK.
CAIX akcnpeccupyeTtca peako (5,7% onyxonen)
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MCK-, vim-, RCC-,
CD10-
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Okcnpeccus TFE-3
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HexkiaccupuuupoBaHHbIN MOYEYHO-
KJIETOUYHBIN pak

3TO He YETKMIN TUN NOYEYHO-KMNETOYHOIO paka, HO
AnarHocTuyeckasi KaTeropusi Ans onyxosien, KotTopble He
MOryT ObITb NIErko OTHECEHbI B KaKy-HNOYAb YETKYHO
rpynny NOYEYHO-KNETOYHOrO paka. [ Ucmoio2u4yecKu oOHU
Mo2ym 6bimb OryXonsiMU HU3KOU UsU 8bICOKOU CmerneHu
3/10KayecmeeHHOCMU.

OTO reTeporeHHas rpynna onyxosnen, MeHee
5% onyxonen nodyku, naumeHTtbl oT 21 oT 91 T,

55% y My>K4uH.

Fucmornoeauyecku He HarnoMuHaem HU OOHY
onucaHHyto KapyuHomy. MoxeT nmeTb
KOMOMHMPOBaHHYIO KapTUHY C NPOAYKL el
MyLIMHA, U Hepacno3HaBaeMbl KNeTOYHbIV
PeHOTUN, HU3KOW UINK BLICOKON CTEeneHn
3110Ka4eCTBEHHOCTH,
HekrnaccunumpoBaHHbIE OHKOLMTapHbIe
OnNyxonu, onyxonu ¢ capkoMaTouaHON
anddepeHLMPOBKOA U HE pacno3HaHHbIM
anuTenuanbHbIM KOMMOHEHTOM 1 Apyrue
HeknaccuuumpyemMble OMyXomnn MOYKN.
YacTbl BacKynsipHas MHBa3ns Y HEKPO3bI.

S
To, uTo MBI BUAMM,
3aBHUCHUT OT TOI'O, KyZia MbI
CMOTpPHUM.

bnazoodapro 3a eHumaHue!
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