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DIMUIEMHUOJIOTUA U BUOJIOTUA
OIIYXOJIEM ITOYKH

OcHO6HbIe NOUCKYU HOBLIX
npunyunog aevenusn IIKK
MOJNHCHO YCOGHO
noopasoenums

Ha 3 OCHOGHbBIE ZPynibl:

1) unoueudyanusauus
CYuecCmeyouux Memoooe
Jeuenus; 2) nouck
HPUHUUNUATEHO HOBDLX,
«mapzemuvix» 100X0008 K
JAeKapcmeeHnon mepanuu

IIKK; 3) cogeputencmeoganue

Mmeno0os ouomepanuu IIKK.

E.H. UMAHHUTOB

Knaccudpukauusa, BctpeyaemMocTb U pakTopbl puUcKa

[Tof TEPMUHOM «PaK MOYKW» TIPUHATO NOAPA3YMEBATh TAK HA3BIBAEMBIC IOYEYHO-
wierounsle kapuuHoMsl (TIKK; renal cell carcinoma (RCC)), TpOUCXOASIIHE U3 KIETOK
MAPEHXUMBI JAHHOTO OpraHa. [IoMUMO MOYEYHOKIETOUHBIX KAPIMHOM, COCTABIIAIO-
IUX TO/IAB/AIONIYIO YACTh OHKOJIOTMYECKUX 3a00/IEBAHNI TTOUKH, U3PEAKA BCTPEYa-
IOTCA OTYXOJIU ITOYEYHON TOXAHKH ¥ CAPKOMBI (0IyXxou Bunmca, Wilms tumors). [Toc-
JIEAHYE TIOPAXKAIOT UCKIIOUUTENBHO ieTer, Ipudém, 10 90% omyxonert Bunmca guar-
HOCTHPYETCS Y TIAIIUEHTOB MOJIOKE 5 JIET.

Panee mpeAnonaranoce, Yto NOYEYHOKIETOYHBIE KAPIMHOMBI OEPYT CBOE TIPOMC-
XOKJICHUE U3 HA/ITIOYEYHHUKOB, [IOITOMY 3Ty KATETOPUIO HOBOOOPA30BAHMIT HA3BIBAIH
runepHepoMamu. B Hacrosiee BpeMs PUHATO BBIEAATh HECKOJIBKO PA3HOBH/IHOC-
tett [IKK. Hanbonee yacro (B 70-80% I[1KK) HabmomaeTcs CBETIO-KIETOUHBIN (HETa-
NWUAPHBIN) Tun omyxomu (clear-cell RCC). [Ipeanonaraercs, 4To CBETIO0-KIETOYHBIE
[TKK BO3ZHUKAIOT 13 IPOKCUMA/IBHBIX OTJEN0B [OYEUHBIX KAHAIBLEB, Jpyroi Thmy-
HOM pa3HOBUAHOCTBIO TTKK (10-15% ciydaeB) ABIAIOTCA HANWUIAPHBIE KAPLUHOMBI
noyex; MHorue namwugpHsle [1IKK OTIM4aoTcs OTHOCUTENBHO GIATONOMYYHBIM Te-
gyeHrEM. XpoMO(OOHBIE ONyX0oan COCTaBIA0T 5% ITKK 1 Takke XapakTepu3yloTcd
HETVIOXUM MPOTHO30M. KapIMHOMBI COOMPAIOMUX OT/IEJNOB NMOYEYHBIX KAHAIBIICB
BCTPEYAIOTCA IOCTATOUHO pearo (MeHee 1% ITKK) u mpeacTasatior ux Hanbosee ar-
PECCUBHYIO PA3HOBHIHOCTb HOBOOOPA30BAHMIT IAHHOI JOKam3anuu [11, 13, 15].

[TO4EYHOKIETOYHBIE KAPIMHOMBI COCTAB/AIOT IPUMEPHO 3% OT BCEX OHKONOTUYEC-
KUX 32007€BaHuI Y B3pOC/bIX. Berpedaemocts [TKK Bo3pacTaeT IpUMEpPHO Ha 2,5% exe-
rogHo. Mupusuayansubit puck [IKK cocrasmger 0,8-1,4% B 3aBUCUMOCTH OT 110/1d U
IPECTABIEHHOCTH (PaKTOpOB prcka. [Ipupoct 3a6onesaemoctu [TKK, o kpariHert mepe
OTY4CTH, CBA3aH C MUPOKUM BHEAPEHNEM OOBEMHBIX METOIOB MCCIIE/IOBAHNA (V/IBTPA-
3BYKOBOY JIMATHOCTHKH, KOMIIBIOTEPHOH TOMOTPayH, SAEPHO-MATHUTHOTO PE30OHAH-
€2), MO3BOJIIIOMNX OOHAPYKHBATh HEOOMBIIUE, OECCHMITOMHBIE HOBOOOPA30BAHMUSL.
OnHaxo vacrora 3anymeHHsIX GopM [1KK Tarke Nposio/mKaeT YBEIMYMBaTLCA, 4TO YKa-
3bIBACT HA CYIIECTBOBAHME «MICTUHHOTO» MPUPOCTa 3a60meBaemoctH [10, 11].

Han6onbmag gacrora [TIKK orMedaercsa B crpanax CeBepHOU AMEpUKY U CKaH/U-
HaBUU. Pe/Ikas BCTPEYaeMOCTb TOYEYHOKIETOUHBIX KAPITMHOM TIPUCYIA CTpaHaM FOx-
HOW AMepuky, Azun 1 Adpuxy. Myxaunbl 6onetor [TIKK npumepHo B 2 paza vame
JKeHIUH. [Tk 3260/1eBAEMOCTH IPUXOAUTCS Ha BO3pacT 50-70 JieT; mpu HAC/IeICTBEH-
HOM XapaKTepe MATOTEHE3A OMYXO/b MOKET BO3HUKATh CYIIECCTBEHHO PaHBbIIIE, 324AC-
Ty10 y Juozielt Monoxke 40 ner [11].

M3BeCTHBIE (PAKTOPBI PUCKA O3BOISIOT IUIIb OTIACTH OOBICHUTb BAPUATIH BO BCTPE-
gaemoctu [1KK. Hanbonee BOCIpON3BOAMMBIE JAHHBIC TIOMYYEHBI B OTHOMEHUHU Kype-
HUSL: TIPEATIONATAETCS, YTO 3T TIPUBBIYKA YBEIMUMBAET BEPOATHOCT BO3HUKHOBCHHA
320071EBAHNA IPUMEPHO B 2 Pa3a, PUYEM, HAMOO/BIIEH OMACHOCTH MOABEPTAIOTCA «3-
ATYIBIC> KYPWIBIIUKY. [I0UEYHOKICTOUHAA KAPIMHOMA TAKKE aCCOIUMPOBAHA C U30bI-
TOYHOI Maccot Tena. [1oBbimeHHad Berpedaemocts [TIKK Habmomaercs npy 310ynor-
pe6NEHNN UITEH KUBOTHOTO NPOUCXOAICHNUSA, B TO BPEMS KAK JIFO/IA CO CKIOHHOCTBIO
K BereTapuaHcKoMy xapaxrepy mmranus 6onetoT IIKK pesxe. Puck ITKK HECKOIBKO BO3-
PACTAET TIPY IPUMEHEHNN 3CTPOTEHOB. KOHTAKT C Pa3/MMYHBIMA XUMHKATAMH, IPEXKTIE
BCETO Ha MPOM3BOJICTBE, TAKKE MOKET CIIOCOOCTBOBATh BOSHUKHOBEHUIO [TKK. Cyme-
CTBYIOT JIAHHBIE O B3aMMOCBA3HM MEX/Y NPUCYTCTBUEM apPTEPUANLHON THIIEPTOHUH U
yBemyeHHOM BepoATHOCTBIO TIKK. Puck ITKK pesko BO3pacTaeT MPU TEPMUHATBHBIX
CTIWAX TIOYEYHOH HEJIOCTATOYHOCTH; YCIIEXU TEMOIUAIN3A (/I COOTBETCTBYIOMIHE
KIMHAYECKUE CUTYAIIMH COBMECTUMBIMHU C JKU3HBIO, UTO MPUBEJIO K MOSABCHNIO HOBOH
3TUOJIOTUYECKON KATETOPUY TTIOYEYHOKIETOUHBIX KapuuHoM [11, 13).
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[TIKK xapaxTepusyroTcs JOBOJIBHO IIOXMUM IPOTHO30M:
5-IeTHAA BBDKUBAEMOCTb OTMEYAETCA JIUIID Y 40% MALIEHTOB
C ONYXOJIMU [TOYKH, B TO BPEMA KK [IPU APYTHX YPOTIOTHYEC-
KX HOBOOOPA30BAHUAX (ONYXOJIAX IIPEACTATENLHON XKENE3bL,
MOYEBOT'O ITy3bIPs) ITOT IIOKA3ATENb HAXOAUTCA B parione 20%.
[TogoOHad CTATUCTHKA CBA3AHA C TEM, YTO €JUHCTBEHHBIM
a(pexrrBHbIM MeTogoM nedenus [TKK asmaerca xupypruyec-
Kyt [TKK mpaxTiyecky HeUyBCTBUTEIBHEL HU K TPAJULIMOH-
HOU XUMHOTEPAINY, HU K paguoTeparuy. Hekoropeie [TKK
COXPAHAIOT OIPEAEIEHHYI0 UMMYHOTEHHOCTD, 9TO OOBACHA-
€T CYIECTBOBAHUE CAMOIPOU3BOIbHBIX PEMUCCUI U JAXKe
PETPECCoB 3200/EBAHNS, 4 TAKKE, B OTAEIBHBIX CIyYasiX, H0-
3BOJIAET HAOMOAATD BIEYAT/ITIOMIYIO 3(D(PEKTUBHOCTD JICYEHHA
BBICOKMMM [103aMy MHTeprenknHa-2 (IL-2) [2, 3, 7-11, 13].

MonekynsipHbI nNaTtoreHes
no4ye4yHOKINEeTOYHbIX KapuyMnHOM

OmnaurensHOi yepTor MoseKypHoro noprpera KK -
JHETCA BO3MOKHOCTD BBIEUTh [TIABHOE TEHETHUECKOE COOBITUE
B [IATOTEHE3E TOK WM MHOH (DOPMbI IAHHOTO 3200/1CBAHVIAL

Jlna ceerno-knerounsix [IKK Hanbonee XxapakTepHbIM CO-
OBITHEM TIPEACTABIAETCA MHAKTUBANMA reHa VHL (von
Hippel-Lindau syndrome). Ien VHL siBgerca B onpesenés-
HOI CTENEHN YHUKAILHBIM: OH HE MMEET F'OMOJIOTOB B I'€HO-
ME Y 4eI0BeKa. OTHOCUTENBHO HEAABHO OBUIO YCTAHOBIIEHO,
4T0 red VHL y4acTByeT B peryminuu OMOXUMHUYECKON afjarl-
TALMY KIETKU K YCJIOBUAM TMIIOKCUM. B 4acTHOCTH, 6ENIOK
VHL B3aUMOAEHCTBYET € Ab(Pa-CyObEAUHULIAMU TaK HA3bl-
BaeMbiMu ucible Factors (HIF1, HIF2), koTopble peryampyor
TPAHCKPUIILIMIO LIEJIOTO PsAfid TEHOB, IPHYACTHBIX K IPOLEC-
CaM obecreyeHNs KIETKA KUCIOPOAOM. [Ipy MHAKTUBALIMU
VHL K1eTKa 3a1yCcKaeT peakiiyu aalTalyiy K IMIOKCUU JaXe
B TOM CJIy4ae, €C/TU OKCUTEHALMA TKAHY COXPAHAECTCA Ha HOP-
MAIBHOM YPOBHE. B pesynbrate HAOMIOAAETCA aHOMAIbHAS
IPOAYKLIMA MHOTHX (DAKTOPOB POCT4, B TOM YUCIIE MOJIEKYII,
CMIOCOGCTBYIONIMX YBETUYEHHOMY aHIHIOTeHE3y [4, 0.

B mamwuiapHeix [TKK yacto HabmoaeTcss MyTalluoHHasA
akrusatys TuposuHkuHasbl MET. MET nipezicrasnder u3 ceds
MEMOPAHHBII PELENTOP; OAHUM U3 U3BECTHBIX JTUTAH[IOB
MET aBnaerca paxkrop pocra renaronutos. MET yuactsyeT B
3aIyCKE MPONU(EPATUBHBIX CUTHAIBHBIX KACKA/IOB [4].

il IOYEYHOKIETOYHBIX KAPLIMHOM OIUCAHBI YCTONYH-
BBbIC [IUTOTCHETUYECCKUE aHOMAINK, Hanbojee THITMYHOM 5B-
JIETCA yTpaTa KOPOTKOIO IUledd XpOMOCOMEI 3. ITatorene-
TUYECKOE 3HAYEHHUE 3TOTO ABJIEHUA, 110 KPAMHEN Mepe 0T4d-
CTH, CBA3AHO C MHAKTUBALMEN reHa VHL, pacnonoxeHHoro
Ha XpoMocoMe 3p25. IIpeanonaraercd, 4To B IATOTEHE3e
[TKK MOryT npuHMMaTh Y4aCTHE U JPYIHE T'€HbI, PACIIONIO-
JKEHHBIE B TOM K€ XPOMOCOMHOM JIOKyCe. [TOMUMO JieTieru
3p, npu [TKK Ha6m0/210TCsL HEKOTOPBIE APYTHE XPOMOCOM-
HBIE [OBPEK/CHUA. BhlABNEHNE NOJOOHBIX IUTOTECHETHYEC-
KHX OCOOEHHOCTEN MOXKET UMETh 3HAYEHUE TP AU depeH-
[AAILHOM IMATHOCTUKE TUCTONOTMYECKUX PA3HOBUHOCTEN
[IKK. Tax, Hanpumep, mamwurapHele [TKK xapaxrepusytorca
TPUCOMHUEI XPOMOCOM 7, 16 1 17, a TaKKe yTPaTort XpoMo-
comnl Y; ipu xpomoobubix TIKK Haubonee 4acTo Hadmo-
JtoTCst MOHOCOMUH XpoMocoM 1, 2,6 u 10 [4, 12, 15).
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HacneacreeHHble ¢popmbl NMKK

MonekynapHas reHeTUKa JOCTHUINIA UCKIIOYUTENBHOIO
IPOrpeccd B MOHMMAHUY MEXAHU3MOB BO3HUKHOBEHHA TAK
HA3BIBAEMBIX «HACIECTBEHHBIX PAKOB». TEMIIBI UCCIENOBA-
HUH CEMEITHBIX HEOTTA3M OPAKAIOT BOOOPAKEHHE — 32 TIOC-
JefiHee eCATIIETHE NPOIIEAIIETO BeKd OHKOTEHETUKU YC-
TAHOBIJIM OOIIYE IPUHIUILL IEPEAAYN OMYXONEBBIX CHHJI-
POMOB 13 TIOKOJIEHHA B IOKONEHNE; UACHTU(DUIHUPOBAIH
CHENU(PUUECKUE TEHBI, OTBEYAIOIINE 3d BOSHUKHOBEHUE Jie-
CATKOB PA3HOBUIHOCTEH CEMEMHBIX PAKOB; PA3pa0OTATH MO-
JIEKYJAPHO-TEHETUYECKUE TECTB, MO3BOJAIOIINE JUCKPUMU-
HUPOBATb HACJIEACTBEHHBIE U CIIOPAAUYECKIE OHKOIIATONIO-
TYH, BBIABIATD 3I0POBBIX HOCUTENEH MyTUPOBAHHBIX T€HOB
U OCYILIECTBIATD IIPEHATATIBHYIO JUATHOCTUKY OHKOACCOLH-
UPOBAHHBIX T€HETUYECKUX MOBPEXACHUI. OCYIEeCTBIAIOT-
A [IEPBBIE TOMBITKU MOAU(DUIUPOBATD JUCIAHCEPHOE Ha-
OMOZICHAE U JIEYEHUE TIALUEHTOB HA OCHOBAHUU PE3YIILTA-
TOB MOJIEKY/IIPHO! IMArHOCTUKY [1].

OCTaHOBUMCA IOAPOOHEE HA MEXAHU3MAX, COIVIACHO KOTO-
]PBIM BBICOKAA IIPEAPACIONOKEHHOCTD K OIPEAEIEHHBIM TUIIAM
OIYXONEH 324ACTYIO NIEPERAETCA OT PORUTENEN K IIOTOMCTBY.
[Ipr4uHa 32KTOYAETCA B CYIECTBOBAHNY TaK HA3bIBAEMbIX Pe-
LIECCUBHBIX OHKOT'€HOB. EC/IM B COMATHYECKOH KIETKE OBPEXK-
JEH JMIb OIVH JUIEb NOAOGHOIO IeHa, TO KIETKA OCTAETCA
(PEHOTUINYECKN HOPMAILHOM. OHAKO, €/ MyTUPOBAHBL 1
MATEPUHCKAs, U OTLIOBCKAA KOIIMH, TO KIETKA IPUOOPETaET
HEKOTOPBIC YEPTHI 37I0KAYECTBEHHON TpaHChopMaIH. Tenepb
IPEACTABUAM, YTO MYTALMA OJHOIO U3 AUIENel PELiECCUBHOIO
OHKOI'€Ha IEPEaHa MALUEHTY Yepe3 raMeTsl. Torma Bee ero
COMATUYECKHE KIETKU OYIyT UMETD JIUIIb OfHY «3I0OPOBYIO>
KOIMIO. JJOCTATOUHO TOBPEKIEHUA OCTABIIETOCA UHTAKTHOIO
AJUIEIIA JIIIb B OJHON M3 MIUIMOHOB KIETOK OPraHd-MHIIEHH,
1 BO3HMKHET KIOH C MOTEHLMAMHU K 3/I0KAYECTBEHHOMY POCTY
(pucyHOK). CYLECTBEHHO, YTO €C/IU HA YPOBHE KIETKU TIOJ00-
HBIE HAPYLIEHUA HOCAT PELIECCUBHBIN XAPAKTEP — OMACHO JIUIIb
HOBPEKAEHNE 000X A/UIETIEH, TO HA YPOBHE OPTaHU3MOB Ha-
(JIEI0BAHKUE TIPOUCXOIUT 110 JOMUHAHTHOMY THITy. HocuTes-
CIBO 3aPOJBIIEBBIX PAKOBBIX MyTALIMH ObIBAET JIUILIb TETEPO-
3UTOTHOE, NO-BUTMMOMY, aHAIOTMYHbIE TOMO3UTOTHBIE COCTO-
SHYS HECOBMECTHMbI C HOPMATbHBIM PA3BUTHEM AMOPHOHA [1].

[ogasisomiee 60/BIMMHCTBO U3BECTHBIX PELIECCUBHBIX
OHKOT€HOB COCTAB/LAIOT TAK HA3bIBAEMBIE CYIIPECCOPHBIE [EHBL
OTH TeHEeTUYECKUE IEMEHTBI B HOPME OCYLIECTBIIAIOT Herd-
THBHBII KOHTPOJIb KIETOYHOT'O AEJIEHHS], PEIYIAPYIOT IIPOLIEC-
ol penaparyy JHK, 3a11ycKaioT MEXaHU3MBbI TIPOrpaMMUPO-
BAHHOH KJIETOYHOI THOEH U T, EC/IM IPOMCXO/UT UX MHAK-
THUBALMA, TO COOTBETCTBYIOIUY KIOH NIPUOOPETAET HOBbIE
Ka4eCTBA (YCKOPEHHAA NIPOMU(pEPALU, UMMOPTAIU3ALINS,
[IATOJIOTUYECKOE HAKOIUIEHUE MyTalui U TA.). [Iono6HbIe
COOBITHA YCKOPSIOT IPUOOPETEHNE HOBBIX KPUTHUECKUX Te-
HETMYECKNX HAPYLIEHNH — BO3HUKACT LIEIHAA PEAKLINS, B KO-
HEYHOM CYETE TIPUBOJAIASL K OOPA30BAHUIO ONYXOMU. B uc-
KIIOUUTENBHBIX CTyYasAX IATOT€HE3 HACIEACTBEHHBIX PAKOBBIX
CHUHJPOMOB ACCOLIMUPOBAH He ¢ MHAKTUBALIUEN I€HOB-CYII-
PECCOPOB, 4 C AKTUBALMEN IACCHYECKIX> OHKOTEHOB [1].

B oTHOMEHNN NOYEYHOKNIETOYHBIX KAPLIUHOM OIHCAHO
HECKOJIBKO (POPM HACTIEACTBEHHBIX [ATOIOTU [9].
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OTUOBCKan Marey ot
rameta rameta rameTa ¢
MyTaumen

3urorta : 3urorta

MaTepuHCKan
ramera -

COMaTHU4eCKne KNneTku COMaTUYECKNE KNeTKn

FeHeTUYeCKUN MeXaHN3M HacllegoBaHUA PakoBbIX CUHAPOMOB
Knetkn, coxpaHsioLme XoTs Obl OAMH MHTAKTHbIV annenb
PELLeCCMBHOIO OHKOreHa, OCTaloTCs HOPMasbHbIMK, NO3TOMY Y
3OPOBbIX MHAMBUAYYMOB (CNieBa) NepuomMHecki BO3HMKaOLWMe
comatmyeckme Mytaumm (06o3HaueHbl YEPHOM TOYKOM), Kak
npaBu1no, He MPUBOAAT K Tparnyecknm nocneacTsmsam. OaHako

y HOCUTeNen 3apofbileBON PakoBOM MyTaumn (CnpaBa) Kaxaas
comMaTmyeckas Kfetka MMeeT Nilb eANHCTBEHHYIO
HEMOBPEXAEHHYIO KOMMIO AAHHOMO reHa; Ansl BO3HUKHOBEHUS
TPaHCHOPMMPOBAHHOMO KoHa (3aLUTPMXOBAHO) LOCTaTOYHO
NOBPEXAEHMS OCTABLUENCSH KOMWW XOTS Obl B OLHOM 13
COMATUYECKMX KIETOK OpraHa-MuLLeHN.

Hau6onee u3BECTHBIM ABIACTC CUHAPOM (POH XUITIIETb—
Jluapay (von Hippel-Lindau). B ocrose 3toro cunapoma se-
KT 3apOzbIIIeBas MyTarys B rere VHL, 0 KOTOpoM yIoMUHA-
JIOCh BhILE. [TATOMOP(OIOrIECKOE UCCIEHOBAHKIE TIOYEK ¥
TAUMEHTOB ¢ HACIEACTBEHHBIM TIOBPEKICHUEM OIHOIO U3 all-
Jieniert VHL no3BOJISET BbIABUTL COTHH, 4 MHOTTIA JAKE ThICTIN
JIOKYCOB 3/IOKAUECTBEHHO! TpaHChopMaru. [IoMUMO OMyXo-
JIel TIOYKY, Y HOCUTENEN MYTaHTHOIO I'eHA TAKoKe MOTYT Ha-
OMmOAAThCA HOBOOOPA30BAHUSA HOPKETYIOUHON JKENE3DL, HAJl-
TIOYEYHHKOB, MO3r'a U T.7i. HecMOTpd HA TO, YTO CUHAPOM (POH
Xurmenp-JInHpay OpeACTaBIeT GOMBIIMHCIBO HACIEACTBEH-
HBIX OMYXOJIEH IOYKY, €r0 BCTPEYAEMOCTb B IONYILALIY OTHO-
CUTEJIBHO HeBeuKa U cocrasser 1 ua 40 000 getosex [10].

MHTEpecHO, 4TO Y MHOTHX ITALUEHTOB C HACIEACTBEHHON
(hopmort IIKK BpoxIEHHAA TPAHCIOKALIUA XPOMOCOMEIL 3P
OOHAPYKUBAECTCA IAKE IPU PYTUHHOM LIUTOrCHETUYECKOM
HCCIen0BaHUM, [10100HbIE TALIMEHTHI BBIIEIIOTCS B OTAEb-
HYIO I'PYIIY, TAK KaK y HUX TeH VHL coxpaHdaeT UHTAKTHYIO
CTPYKTYPY U HE HAOMIOAAETCA «BHETIOYEYHBIX> TIPOABIECHUIT
cunppoMa (GoH Xurmens—/Innzpay [11]

HaciencrBeHHas anUEApHAsd KAPLMHOMA [IOYKK OTHO-
CUTCA K PEAKON KATETOPUH CEMEMHBIX PAKOB, BbI3BIBAEMBIX
34POJBILEBON AKTUBUPYIOLIEH MyTALIMEN B OHKOreHe. [1pu-
YUHOH JAHHOTO CUHAPOMA ABIAECTCA MUKPOMYTALIMA B OH-
xorene MET, KopupyiomeM perenTopHyl0 THPO3UHKUHAZY.
Y HOCuTene akTuBUPOBaHHOTO awtend MET B moukax o6-
Hapyxusaerca 10 3400 MuxkpoxapuusoMm [10].

Cungpom Birt-Hogg-Dube xapakrepusyeTcsa He TONbKO
TIOSIBNIEHUEM XPOMO(OOHBIX TOUECYHOKIETOUHBIX KAPLUHOM

E.H. Hmanumoe

1 OHKOLIMTOM, HO N HAJIMYUEM MHOXCECTBEHHBIX OHYXOJICIZ
BOJIOCAHBIX (DOJUIMKYJIOB, 4 TAKKE OPOHXOJIETOUHBIX KUCT,
HEPEIKO CONPOBOXAAIOMINXCA ITHEBMOTOPAKCOM. [en BHD,
ACCOLMUPOBAHHBIN C JAHHBIM CUHPOMOM, PACIIONOXEH HA
KOPOTKOM ILIe4e XpoMOocoMbl 17. Oynximy rena BHD na ce-
TOZJHAIIHUM JIEHb OCTAIOTCA Heu3BeCTHbIMU [10].

Fmé ofHON peAKoit PA3HOBUHOCTBIO HACIEACTBEHHOIO
320071€BaHNA ABMACTCA COMETAHHAA TIPEAPACTIONOKEHHOCTD
K IEAOMUOMAM U KAPIIUHOMAM IIOUEK. DTOT CUH/APOM ACCO-
[JMMPOBAH C MyTALMAMU B I'€HE (DyMapaT-TUAPATA3bL, KOAU-
pytomeM ¢epmenT ruxna Kpebea [10].

MNMepcnekTuBbI

Kax yrmoMHuHasIOCh BBILIE, CYLIECTBYIOLINE IOAXOMbI K Te-
panyy MOYEUHOKIETOUHBIX KAPLIUHOM OOECKYPAKUBAIOT
CBOEH HE3(P(DEKTUBHOCTBIO. OCHOBHBIE IOUCKY HOBBIX IIPHUH-
1unos sedenys IIKK MOXKHO yCIOBHO IOAPA3ACHUTL HA
3 OCHOBHBIE [PYIIILL 1) MHAVMBUAYAIU3ALIUA CYLIECTBYIOMINX
METO/IOB JIEUEHNS; 2) TIOUCK IPUHIUIUAILHO HOBBIX, «Tdp-
TEeTHBIX» TIOAXO/0B K JiekapcTBeHHOM Teparmiu [1IKK; 3) co-
BEPIIEHCTBOBAHUE MeTOf0B OuoTtepanuy [TKK.

B KOHTEKCTEe MHAVBUAYAIU3ALMH CYLIECTBYIOLINX METO-
JOB HEXUPYPTUYECKOTO JIEYEHNA CIEAYeT IIOAYEPKHYTD, YTO
CIMHCTBEHHBIM HA CETONHALIHUI IEHb CTAHIAPTOM ABJIAET-
¢ IPUMEHEHNE BBICOKUX /103 UHTEPNENKUHA-2. B MOMb3y
JAHHOTO TIOAXOMA CBUAETENBCTBYIOT JOKA3AHHbIE, HO, K CO-
KAICHUIO, BECbMA PEIKUE CTy4ayl IUTENLHOU CTa0WIN3a-
LIUU U JIKE u3iedeHnd 3a601eBaHns. OHAKO IPYMEHEHUE
BBICOKOZJ03HOM TEPATINY UHTEPIENKUHOM-2 OTPAHUYHUBACTCA
LIEJIBIM PAIOM (PAaKTOPOB. Bo-nepBbIX, IpuMenenue IL-2 co-
TPSDKEHO C BRIPLKEHHBIMI TOOOUHBIMY 3(P(EKTAMU, KOTO-
pble MOIYT IIPUBECTU JAkKe K JIETAIBHOMY MCXOMy. Bo-BTO-
PBIX, JAHHBINA METOJ JIEYEHNS OTINYAETCA UCKIIOYUTENLHO
BBICOKOI CTOMMOCTBIO U MOKET OCYILECTB/IATBCA TOJNBKO B
CHELUAIM3MPOBAHHBIX MEAULIMHCKHUX LieHTpax. [Ipeacras-
JIETCA UCKIIOUUTE/IbHO BUKHBIM HAYUUTBCA 3apaHee Npef-
CK43bIBATb BEPOATHOCTD IIOJIYYEHUS BBICOKOIO JIEYEOHOTO
3((heKTa UHTEPICHKUHA-2, YTOOB! OTPAHNYUTH IPUMEHEHNE
3TOrO INPEMNapara TOMbKO TeMu 10-15% malueHToB, KOTo-
pbI€ 06/14/A10T BBICOKMMU MAHCAMU HA GIaTOIPUATHBIN UC-
X071 Tepanuy. K coxaneHuio, MOJIEKy/IApHasd MEAULMHA [TOKA
HE CMOIVIA TIPEAOCTABUTD KIMHUIUCTAM KAKHE-THO0 MOJIE-
Ky/APHbIE MAPKEPBI, TO3BOJAIONIHE INIAHUPOBATD «CTAHAAPT-
Hyio» Teparmio [1IKK [3, 14, 18].

Borbluye Hafex bl BO3NIAraloTCA Ha pa3pabOoTKy TAPTeTHbIX
npenaparos i edenus [IKK. Hanbonee 0ueBrHON MuIe-
HBIO TIPEACTAB/IAIOTCA MOJIEKYIIbL, YIACTBYIOIIME B OIYXOJIE-
BOM aHTHOTeHe3€. KaK yIOMUHAJIOCH BblLIe, THAKTUBALIA T€HA
VHL conpoBoxaaeTcs (popMUPOBAHUEM PA3BETBIEHHON CO-
CYIMCTOY CETH BHYTPHU ONyX0u. OMH U3 TEPBbIX UHTMOU-
TOPOB AHIUOTEHe3d ABACTUH (Avastin, Bevacizumab) yxe ripo-
e KimHudeckre ucrbrranug npu KK Kak v 0KugaIocs,
JAHHBIN NIPEnapar AEMOHCTPUPOBAI 3AMETHBIHA 3((DEKT ¥
HEKOTOPBIX, XOTA JAIEKO HE Y BCEX, ALMEHTOB. K pacimpen-
HBIM KIMHUYECKUM MCTIBITAHUAM TOTOBATCA U JPYTUE UHIU-
OUTOPBl aHTHOTEHE3A. B 4aCTHOCTH, NIEYAIBHO M3BECTHBII
npenapar Tamgomuy (Thalidomide), mpumeHenne KOTOpOro
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HECKOJIBKO [JIECATKOB JIET HA347, BbI3BAIO CKAHZAL B CBA3H C
BBIPAKEHHBIM TEPATOTEHHBIM JEHCTBUEM, TIPEACTABIAETCA
BECbMA TIEPCTIEKTUBHBIM HHIHOUTOPOM COCY000PA30BAHMAL
BBI3BIBAIOT MUHTEPEC HU3KOMOJIEKY/LIPHBIE MTHIMOUTOPHI aH-
ruorexesa (SU5416, PTK787 u [ip.), KOTOPbIE MOTYT OKa34Th-
¢ JiEIeBe U yIoOHee B IPUMEHEHNH 110 CPABHEHUIO C MO-
HOK/TOHATBHBIM AHTHTEIOM aBACTHH [5, 16, 19,
Wuaxrusanys rena VHL COPOBOKAAETCA HE TONBKO aK-
TUBALUEY MOJEKYJ AHTUOTEHE3d, HO U YBETUYEHUEM 3KC-
TIPECCUY HEKOTOPBIX (PAKTOPOB POCTA ¥ COOTBETCTBYIOMNX
TUPO3UHKUHA3HBIX PELIENTOPOB. B HACTOAIIEE BpEMA OOCYX-
JAI0TCA EPCIEKTHBB KOMOMHUPOBAHHOTO HCIIONIb30BAHUA
MHIUOUTOPOB AHTUOTEHE3A U HHAKTUBATOPOB PELIEITOPHBIX
TUPO3UHKUHA3, HAIPUMED PELENTOPA SMUAEPMATBHOTO
(bakTopa pocTa. B CTajuy KIMHUYECKUX UCIBITAHUI HAXO-
gurcsa npernapar CCI-779, ABIAIOMMIACA AaHTATOHUCTOM KU-
Hasel mTOR. [lpu nmanwwwapuoit dopme ITKK moxer oxa-
3aTbCA A(PEKTUBHBIM IPUMEHEHUE MHTMOUTOPOB THPO3HH-
kuHa3bl MET, HanpyMep HU3KOMOJIEKYIAPHOIO COCAMHEHA
SU11274. KnuHu4eCKUe UCTILITAHNS HHTHOMTOPA PENENTO-
pa KIT — npenapara rimsek (Glivee, Gleevec) — 3akoHuH-
JIUCD HEYZAUEl; O-BUUMOMY, YYBCTBUTENLHOCTD K JJAHHO-

JinTepatypa

Practical oncology

My [IPENAPaTy ONPEC/IETCA HE TOMBKO 3KCIIPECCUEN COOT-
BETCTBYIOLIEN MOJIEKY/IBL, HO U MPUCYTCTBUEM CEHCUOMIIN-
3UPYIOMIEH MyTAIMK B COOTBETCTBYIOMIEM reHe [2, 6,9, 17).
OTenbHBI Pa3e UCCIEAOBAHNUN OCBAIEH [TOUCKY
MUIIEHEN, KOTOPHIE MOXHO UCTIONb30BATD UL OIYXO/Ib-CIIE-
[U(PUYECKON HOCTABKYU LIUTOCTATUYECKUX AreHTOB. Hanpu-
Mep, (pepMeHT KapooaHrupasa IX akcrpeccupyercs B 11o-
AasysoneM 60sbmmrHCTBE [TKK HO HE BBIABIAETCA HU B HOP-
MAJIbHOV [TOUEYHON ITAPEHXUME, HU B IPYTUX OPT'dHAX U TKA-
HAX. [IpeanonaraeTcs, yto NOfJ00HbIE MOJIEKYIIb PE/ICTAB-
JHIOT UHTEPEC I Pa3pabOTKY KOHBIOTATOB, COCTOAMX U3
MOHOK/JIOHA/IbHBIX dHTUTEJ U KIETOUHBIX /108 [§].
[lepcriekTrBaM GUOTEPANUH TOCBAIIEHA OTAEIbHAS JIEK-
1141, [IO3TOMY MBI He Oy/ieM IIOAPOOHO OCTAHABIMBATLCA HA
aroM acnekre nsydenus [1IKK. Ormernm Jimib, 4To, HOMUMO
cosepieHCTBoBaHMA uMMyHOTepanyy [TKK, 60/1bIoe BHIMA-
HUE NPUBJIEKAIOT TEHOTEPANEBTUYECKUE MOAXO/BL KaK yI1o-
MUHAIOCh BbllIE, naToreHes [TKK xapakrepusyercs MeHblIen
KOMIDIEKCHOCTBIO 110 CPABHEHUIO C APYTUMU OIYXOJIAMHU, 110~
3TOMY B /JAHHOM CJIy44€ «BOCCTAHOBUTEIBHAA> IEHOTEPAIINS,
HaIpyuMep IIEPEHOC UHTAKTHOY Kormy reHa VHL, MOXeT CIio-
COOCTBOBATD JAOCTYKEHHUIO JIEYEOHOTr0 dexra [10].
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