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BBEJIEHUWE

[IpoGaema HacIeACTBEHHBIX OHKOJIOTMISCKIX CHHII-
POMOB HACTOJIBLKO aKTyajlbHa, 4T0 BceMupHast opranmza-
1S 3ApaBOOXPAaHEHMs TOCBSTHIIA €1 OTHEJIbHBI TOM
B cepuu “Blue books” [1]. OnuH 13 Hanbonee N3ydeHHBIX
TaKNX CHHAPOMOB — cuHApoM Xwutread—JIuamay (CXJII).
OH 00ycJIOBJIeH TepMUHAITLHBIMU MYyTallMSIMU TeHa-Cy-
npeccopa omnyxosueit VHL, pacroloXeHHOTO B JIOKYCe
3p25.3. CXJI xapakTepusyeTcsi BHICOKOM ITpeapacIio-
JIOKEHHOCTBIO OOJIBHBIX K Pa3BUTUIO TeMaHTHUOOIACTOM
meHTpanbHO HepBHOU cucteMsbl (LIHC) m ceTyaTkm,
CBETJIOKJIETOYHOTO ITOYeYHO-KJIeToUHOTO paka (ckKI1KP),
(heoXpoMOITUTOMBI, HEMPOIHIOKPUHHBIX OITYXOJICH IO -
xkemymouHoii xene3bl (ITHDO) u ommyxomm sHaoamMbaT-
yeckoro Memka (OBM) [2]. Omyxoiu, pa3BUBAIOIINECS
mpu CXJ1, 9acTo UMeroT MOp(oJIOTUIECKIEe 0COOCHHOCTH,
KOTOpHIC, XOTS M HE SBJISIOTCS IMTaTOTHOMOHWYHBIMH,
BCE XK€ MOTYT HATOJIKHYTb Ha MBICJIb O CBSI3U C 9TUM CHUH-
JIIPOMOM.

NCTOPHA

BrrepBbie ceMeitHBIC aHTMOMBI CETYATKI y OpaTa 1 cec-
TphI onucain Tpuaep Komamas B 1894 1, yke Torma pacro-
3HaB COCYIUCTYIO MIpUpoay odbpa3oBaHwmii [3].

. on Xumrreap n3ydaa KIMHAICCKUE POSBICHUS
U TIPOrpecCupoBaHMe 00pa30BaHMIl ceTUYaTKU (BIIOCIIE-
CTBUY MOJIYYMBIINX Ha3BaHWE TeMaHTMOOIACTOMBI) Y He-
CKOJIBKUX MAIIMEHTOB M, ITOJIY9MB MOCJE SHYKJICAIINU
MopdoIorndecKoe MOATBEPKACHNE COCYINCTON TTPUPOIBI
obpa3oBaHUs, Ha3BajJ UX aHTHOMATO30M CeTYaTku [4, 5].
B 1926 1. A. JIungay nmokasai, 4to 25 % nalueHToB ¢ aH-
ruomMoii cetyaTku uMenu u nopaxenune LHHC [6]. UmeH-
Ho A. JIuamay B 1927 . cucTeMaTU3npOoBajl KIMHUTIECKIE
M TIaTOJIOTO-aHATOMUYECKUE TaHHBIC, CBSI3aJI aHTHOMY
cetyatku 1 remanrno6igactomy IITHC ¢ xucramm mouyek
1 TIOIKEITYIOYHOM XKeJIe3bl ¥ ITPEITOXKILT TEPMUH «aHTHO-
maro3 [THC» [7].

B 1928 1. P. Bailey n H. Cushing Ha3Baymm HOBYyIO 60-
JIe3Hb «0oJIe3HbI0 JIMHIay», TIOCIe 9eTo 3TO Ha3BaHUE
3a Heil 3akpenmioch [8]. B 1964 r. K.L. Melmon
n S.W. Rosen ucnoyib30Bajan UMEHHO 3TOT TePMUH [9].

B 1988 . B.R. Seizinger 1 coaBT. moKa3aiu, 4TO My-
TaHTHBIN TeH, IBisSomniica npuunHoi pasputust CXJI,
HaXOIWTCS Ha KOPOTKOM 1uiede xpomocomsr 3 [10]. Hemo-
cpeacTBeHHO reH VHL (MoayYrBIINA Ha3BaHWE OT CHHII-
poMa, ¢ KOTOPEIM OH accomumpoBaH, — von Hippel—
Lindau) unentudunmposas B 1993 &. E Latifu coasr. [11].

POJIb MHTAKTHOI'O 'EHA VHL

Ien VHL, pacniojioXeHHBI Ha KOPOTKOM ILJIeue Xpo-
MOCOMBI 3, KOgUpyeT OJHOMMEHHBIN 6e1ok VHL, koto-
PBIit cocTONT U3 213 aMMHOKHUCIIOTHBIX OCTaTKOB 1 B KITET-
K€ YJacTBYeT B AeTpagalliil MHIYIINPYEeMOTO TUIIOKCHEH
daxropa (hypoxia-inducible factor, HIF). B ycmoBusx
Hopmokcuu HIF moguduumponaH, uro no3oaser VHL
ero pacno3Hatb. OmauM noMeHoMm VHL cBa3eiBaeT HIF,
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IpyruM — 6e10K 310HTHH C, TTocyIe 9eTo IMPUBIeKAIOTCS
npyrre KopakTopsl U (OPMUPYETCS MYJIBTHOCITKOBBIM
KOMIUIEKC, B KOTOPOM IIPOMCXOIUT YOMKBUTUH3aBUCUMBIIA
npoteonu3 HIF Ecnu ke kinerka cTaJkuBaeTcsl C TUIIO-
kcueii, HIF He MmoguduumpyeTcss 1OCTaTOYHO IJIS TOTO,
yTOoOBI BCTyNUTh BO B3aumopeiicteue ¢ VHL. HIF peanu-
3yeT CBOIO (DYHKIIMIO T10 aJalTallli KJIETKHA K TUITOKCHM,
WHUIANPYS TPAaHCKPUIIIUIO TeHOB-MUIIICHEH, KOTOPHIE
CITOCOOCTBYIOT B TOM YHMCJIE BaCKYJIIPU3ALNU 1 IIpoTrde-
pamun. OgHako 3Ta aktuBauus HIF HocuT BpemeHHBIN
00paTHMBIIf XapaKTep, ¥ N30BITOYHOE KOJIMYECTBO (pakTopa
Co BpeMeHeM yTuim3upyetcs ¢ momonisio VHL [12, 13].

MEXAHV3Mbl MHAKTUBALIVW VHL

Ien VHL — xnaccuyecKuil OMyXoJieBbIiA Cympeccop,
KOTOPBI MHAKTUBUPYETCS B TPaHC(HOPMHUPOBAHHBIX KJIET-
Kax OITYXOJ! B COOTBETCTBUU C IBYXYHAPHOUN MOMIEIIBIO
Knyncona. I[Mpu CXJI oguH U3 aiesieil reHa MHAKTUBH -
POBaH C pOXAEHUS U3-3a YHACJIEAOBAHHOW T€pMMHAIbHOMN
myTtaiuu. Bropoii annens VAL MoxeT MTHaAKTUBUPOBATLCS
B TEUCHME XXN3HU B OpTaHaX-MUIIECHIX M3-32 BOSHUKHO-
BEHUSI TOYCUYHBIX COMATUIECKUX MYTALINA, TIPOTSKEHHOM
Ienenuu (Tak Ha3bIBaeMOM ITOTEPU TeTEPO3ZUTOTHOCTH)
WK a0eppaHTHOTO CBEPXMETUIIUPOBAHUS 5’ -peryiIsiTop-
Hoit yacth reHa. [1pu kaHIIeporeHe3e y mareHToB ¢ CXJI
Yale OAWH aJulesb HeCeT TOYCUHYIO TePMUHAIBHYIO MY-
TaluIo, a BTOPOI OMYyXOJib YTpauMBaeT BCAEACTBUE MPOTSI-
XeHHou aeneunu [14, 15].

KAHIIEPOT'EHE3 ITP1 MHAKTVBALIVIN VHL

Ien VHL urpaeT BaxXHYIO pOJib B PeryJISIAN KJIETOU-
HBIX IIPOIIECCOB, TAKMX KaK aHTMOTEHE3 1 KOHTPOJIb KJIe-
TOYHOTO IUMKJIa. Kak oTMe4eHO BHIIIE, MPU HATUUNU
¢ynkumonupyiomero VHL kieTka He MOXeT HaKarId-
BaTh M30bITOuHOE KoymuectBo HIF. Cutyanus npuHim-
MMMaIbHO MeHsIeTCs, Korna y mamueHToB ¢ CXJI B KiteTkax
HeoOpaTuMO MHAKTUBUPOBaHKI 00a ayens VHL Bcineact-
B¢ KOMOMHAIINY TePMUHAJIBHON M COMaTUIEeCKOM MyTa-
uuii. HIF HakanaurBaeTcs B KJIETKE M HAUMHAET MTOCTOSIH-
HO CTHUMYJMPOBATh 3KCIIPECCHIO 3aBHCHMBIX OT HETO
TeHOB, CPeIU KOTOPHIX — Te¢HBI SHIOTEINAIBHOTO COCYIM-
croro akropa pocta (vascular endothelial growth factor,
VEGF) 1 ero TMpo3mHKMHA3HBIX PEIeNTOPOB (vascular
endothelial growth factor receptors, VEGFRs), rex Tpom-
o6onmrapHoro ¢akropa pocta (platelet-derived growth
factor, PDGF) u HekoTOphIe npyrue, criocoOCTBYIOIIIE
nposmdepain. UMeHHO Takolt KacKa COOBITHIA paccMa-
TPUBAIOT KaK OCHOBHOE 3BeHO KaHIeporeHe3a rmpu CXJI,
MIpUBOISIICe K OECKOHTPOJBHOMY KJICTOYHOMY JEJICHHIO.
KoHeuHo, coBpeMeHHOE TIpeACTaBICHHE O ITOCIEACTBUSIX
nHakTuBalMu VHL B KjIeTKe HECKOJIbKO LIUPE U BKITIOYAET
n gpyrue MmexaHusMbl. OmHako wmHakTuBanus HIF
MTO-TIpEKHEMY WTpaeT LEHTPAIBHYIO POJIb B ITATOTCHE3e
CXJI-accouunpoBaHHBIX omyxoseii [16, 17]. UMeHHO Ha
o6noxkupoBaHue HIF B omyxosix HammpaBjieHa ceityac Tap-
TeTHasl Tepanus IperapaToM oen3yTrudaH, pa3paboTaHHAsT
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115t mareHToB ¢ CXJI, Takske BaxkKHYIO HUIIY B JICUCHUN
ckITKP nipn CXJI 3aHMMaeT aHTUAHTUOTEHHAsT Tepanus
OeBalIM3yMaboOM M MYJBTMKUHA3HBIMA WHTHMOUTOpPAMU
CYHUTWHUOOM M ma3oranuoom [18, 19].

KHMCTOOBPASOBAHME

KuCTBI SIBIISIIOTCS 3HAYMMBIMU M CJIOXKHBIMH TIPOSIB-
neaussmMu CXJI. OHM MOTYT BOBHMKATH B HECKOJIBKUX Op-
raHax, BKJIFOYasl [IOYKH, TTOMKeIyI0IHyo Xejesy u LITHC,
YTO TIPUBOIUT K PSITY KIMHUYECKUX CUMIITOMOB 1 TTOTEH-
IMAJIBHBIX oclioXHeHU. [laToreHe3 o0pa3oBaHUS KUCT
npu CXJI TecHo cBsI3aH ¢ noTepeit pynkuun VHL [20].
DTa AeperyiIsinus CIocoOCTBYeT aHOMAaJIbHOM mposude-
paly COCYIoOB M 00pa3oBaHUIO KMCT. OcoO0ro BHMMAaHMS
3aciyXKuBaeT B3aumoneiicteue Mexny VHL n KIF3A, io-
CKOJIBKY M3BECTHO, YTO KOMOMHUPOBAHHAS IEJICIINS STUX
TeHOB yCKOpsSIeT 00pa3oBaHMe KUCT modek [21].

SITMAEMHWOJIOTINA

IMpenmnonaraemas 3adoneBaemoctb CXJI cocraBiseT
2,8 ciygas Ha 100 TeIC. HOBOpOoXIeHHbIX. CXJI Hacnemy-
eTcsd KaK ayTOCOMHO-IOMMHAHTHOE 3a00JIeBaHUE C TTIeHe-
TpaHTHOCTBIO >90 % [2]. OTMETMM, YTO B Pa3IMYHBIX
€BPOIIEICKIX M ceBEPOAMEPUKAHCKUX MOMYISLIMSX YacTO-
Ty CXJI oilenuBanu B nuara3oHe oT 1:27 Toic. 1o 1:91 ThIC.
HOBOpOXAeHHBIX. OgHAaKO B 6a3e maHHBIX gnomADv. 2.1.1
M0 COCTOSTHMIO Ha HOS0ph 2023 I, KOTOpOif PyTUHHO
MOJIB3YIOTCS JIabOpaTOpHBIE TEHETUKM JUIST OTIpeaeIeHUS
MOMYJISILMOHHBIX YaCTOT TepMUHAJIBHBIX BAPUAHTOB, Ya-
CTOTa IMATOreHHBIX Bepcuil reHa VHL oueHuBaeTcs
Ha ypoBHe 1:4424—1:8850 denoBek. DTH maHHBIE HOCSIT
MpeaBapuUTEIbHBINA XapaKTep, HEOOXOINMO TaKXKe YIYUThI-
BaThb HETOJIHYIO TTeHeTpaHTHOCThL CXJI 1 psig 0coOGeHHO-
CcTell OLIeHKM IMaTOT€HHOCTU FeHeTUYECKUX BapUaHTOB,

Tadmuua 1. Opeansi-muwienu npu cunopome Xunneasi—J/Iunoay

O630pbi u nekyuu | Reviews and lectures

KOTOpPbIE UCITIOJIb30BAIA aBTOPbI, TEM HE MeHee Omy0Jiu-
KOBaHHBIE Pe3yJIbTaThl YKA3bIBAIOT Ha 0o0Jjiee IIMPOKYIO
pacopoctpaHeHHOcTh CXJI y eBpomeonaoB, 4eM CYUTAIN
panHee [22]. Kak npaBuio, CXJI BniepBbie MPOSIBIASIETCS
Ha 2-M JecaTUaeTUM Xu3HU. Ha MOMEHT BbISIBIIEeHUS
cunapoma y 50 % naiueHTOB yxe HaGII0dal0TCsI €r0 CUM-
nToMsbl [23]. R.C. Kruizinga v coaBT. mpoaHaIM3UpOBaIn
nmanHblie 82 romwtanaues ¢ CXJI 1 mokasaiu, 4To nepBbie
MposiBiieHKs 3a00yieBaHust Oosiee 4yeM Y 95 % maLueHTOB
MPOSIBIISAIOTCS K 34 Togam [24].

KIIMHWYECKHWE ITPOABJIEHMA

CungpoM Xumnrmensi—JIMHIAY — MYJIBTUCHCTEMHOE
HapyIIeHNE C BRIpaXXeHHON (DEHOTUITNIECKOI M3MEHIM -
BocThio. [Tpn CXJI pa3BuBaoOTCa Kak JOOpOKAYeCTBEH-
HBIE, TaK M 3JI0KAYECTBEHHBIC OITYXOJIM Pa3IMIHBIX JIOKA-
JIN3aIUi, a TaKXKe KACTHI pa3HBIX OPTaHOB (Tab:. 1).

TEMAHI'MMOBJIACTOMA

Haub6oree pacripocTpaHeHHBIMA M pAHHUMU OITYXO-
JIsIMU, accoumupoBaHHBIMU ¢ CXJ1, IBASIOTCS TeMaHTHO-
6macToMbl, Kotophkle pa3suBatotcs B LIHC u cetyatke [25].
M MeHHO reMaHrno61acTOMbI IEPBLIMU OOpAaTUIIM Ha ceOst
BHUMAaHME MCCIIeIoBaTeleli, MMsI KOTOPBIX ceifyac HOCUT
3TOT CUHIPOM.

Temanrno6nacromsl ITHC pa3BuBaoTcss B OCHOBHOM
Y MOJIOIBIX JIIOeH (CpemHuii Bo3pacT — 29 j1eT), mpudeM
npu CXJI 3HAYMTEILHO paHBIIe, YeM B CIIOPAINICCKUX
cayvasx. CaMas yacTtas JJOKaJIU3aIls TeMaHTHo0IacTOM
IIHC — M03:XeuoK, 3a KOTOPBIM CJIEAYIOT CHUHHON MO3T
¥ CTBOJI TOJIOBHOTO Mo3ra [2].

DTN OIyX0IM 00OBIYHO TOOPOKAYECTBEHHBIC U HE Me-
TacTa3MpyIOT, HO MOTYT BBI3BIBATh 3HAUNTEJIBHBIC HEBPO-
JIOTMIECKUE CHUMIITOMBI M3-3a CIABJICHUSI OKPYXKAIOIICH

Table 1. Target organs in von Hippel—Lindau disease
Opran/TKaHb Onyxo.b HeomnyxoJieBble mopazkeHust
LleHTpanbHas HEpBHAsI cUCTEMA ITemanruobsacroma

Central nervous system

Hemangioblastoma

Ceryarka Iemanruo6nacroma _
Retina Hemangioblastoma

TTouka CBeTJI0OKJIETOYHbBII MOYEUHO-KJIETOYHBIN pak Kuctbr
Kidney Clear cell renal cell carcinoma Cysts
Hanmnouyeunuk DeoxpoMoLTOMa _
Adrenal gland Pheochromocytoma

TlomxenynouHas xesnesa HeiiposHaokpruHHbBIE OMYXOJIH1 Kuctbr

Pancreas

BHyTpeHHee yxo
Inner ear

DIUINIIMIC
Epididymis

Neuroendocrine tumors

OnyxoJib 5HA0AMMGbATUYECKOTO MEIKa
Endolymphatic sac tumor

IManunnsipHas ucTageHoMa
Papillary cystadenoma

Cysts
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HEpBHOM TKaHW M Pa3BUTHS TUIIEPTCH3MOHHOTO CUHIIPO-
ma. [1pu nokanu3salm onyxoiaru B MO3XKEUKe CUMITOMBI
BKJTIOUAIOT TOJIOBHYIO 0O0JIb, TOIITHOTY, PBOTY M aTaKCHIO,
B CIIMHHOM MO3Te¢ — 00JIb, ITOTePI0 YYBCTBUTEIBHOCTU
W IBUTATEIFHOM (DYHKIINU.

JleueHNE OOBIYHO 3aKITFOYACTCS B XUPYPTUIESCKOM yIa-
neaun omnyxoiu. OmHako y nanueHToB ¢ CXJI ymaneHne
OITyXOJIelf He BCeTma IPeACTaBISIeTCS BO3MOXHBIM 13-3a
pPa3BUTHS MHOXECTBEHHBIX TeMaHrnoomactoM ITHC umn
WX JIOKAJIM3allNM B CTBOJIC TOJIOBHOTO M CITMHHOM MO3Te.
IMopaxenue LTHC ocraercst omHOI 13 OCHOBHBIX TIPUYNH
cmeptn y mammeHToB ¢ CXJI [2, 25].

[eMaHTHOOIACTOMBI CeTYATKN — XapaKTEPHBINA IIPH-
3HaKk CXJI, OHU IPOSIBIISIIOTCST B MOJIOZOM BO3pacTe (Cpem-
HUI Bo3pacT — 25 jet) [2]. KiimHnyeckn remMmaHTHoO61a-
CTOMBI CeTYAaTKHN OBIBAIOT MHOXKECTBEHHBIMM 1 BBI3BIBAIOT
pa3IMIHbIC HAPYIIIEHHSI OT HEYSTKOTO 3PEHMSI IO TIOJTHOM €TO
TTOTePY M3-3a OTCIIOMKM CETYATKH ¥ KPOBOMAIHSIHIS. OIMHAKO
IIpY paHHEM OOHAPY>KEHUH OOJIBIITMHCTBO TeMaHTHO0IaCTOM
CeTYaTKU ITOAACTCS JTIa3epHOI MM KpUOTEParii, YT0 MMe-
€T pelarolee 3HaYCHME 1T COXPaHEHUS 3pCHUS.

Temanruno6macromsr LIHC u ceTyatku rucrosiormye-
CKM HEepa3IUIUMBI I COCTOSIT M3 2 OCHOBHBIX KOMITOHEH-
TOB — BBICTJIAHHBIX SHIOTEJIHNEM COCYIHUCTHIX KaHAJIOB
U OKPYXaIOLIMX MX OIMYXOJIEBBIX CTPOMAJIbHBIX KJIETOK
¥ TMIEPULINTOB. B ogHMX OmyXxoJsix MpeobragaeT CoCyam-
CTBI KOMITOHEHT, B IPYTHX OOJIbIIIE CTPOMAIBHBIX KJIETOK,
KOTOpBIe (DOPMHUPYIOT COJTUIHBIC SITUTSIIMOUIHEIC arpera-
TBI M1 MOTYT OBITh CBSI3aHBI C KCTPaMEIYJIIPHBIM KPOBE-
TBOopeHneM. Hanbosee xapakTepHO W OTINYUTEIHFHOU
MOP(OIOTrNIeCKOi 0COOEHHOCTHIO CTPOMAJTBHBIX KIIETOK
SIBJISTIOTCSI OOJIBIIINE pa3Mepbl 1 MHOTOUMCIICHHBIC KO-
copepKalre BaKyoiu. SImpa omyXoJIeBhIX KIIETOK MOTYT
pas3uyaTthbCes Mo pa3Mepy, MHOTIA BCTPEYalOTCsl aTUMAY-
HBIE U TUIIEPXPOMHBIC. MUTOTHYECKHE (PUTYPHI BCTpeda-
I0TCS penko. B coceqHnX peaKTUBHBIX TKaHSIX YacTO Ha-
OJIFOMAIOTCS aCTPOLIUTAPHEIN INIMO3 U BOJIOKHA Po3eHTass.
Kpas omyxonm, Kak mpaBWIO, XOPOIIO OTTPaHWICHBI,
HO ObIBaeT MH(MUIBTPAS B OKPYXAIOIIYI0 HEPBHYIO
TKaHb [26]. B cTpoMasIbHBIX KJIIETKAX OTCYTCTBYIOT SHIIO-
TeaUi-acCOLMUPOBaHHbIE MapKephl, Takue kak FVIII,
CD34, ERG u CD31 [26].

TTOPA’KEHME ITOYEK

OmnHo u3 yacThix npossiaeHuit CXJI — KUCTBI MOYeK,
KOTOpbIE CO BpeMeHeM pa3BuBaiorcs y 50—70 % marueH-
TOB. HecMOTps Ha MHOXXECTBEHHOCTh 1 OMJIaTepaIbHOCTbD,
OHM PEAKO TIPUBOIST K ITOYCUHON HETOCTATOTYHOCTH.

Kuctel mouek mpu CXJI OBIBAIOT TPOCTBIMU U CIIOXK-
HBIMH, BBICT/IAHBI OTHUM WA HECKOJIBKUMU CIIOSIMU KJIe-
TOK OOBIYHO CO CBETJION IIUTOIIIA3MOI 1 MEJIKMU SIIPaMI.
ATHUTIMYHBIE KUCTBI IMEIOT BBICTIIIKY B 2 WU 3 KJICTOYHBIX
CJI0ST C OYarOBBIMU IMaNMJUISIPHBIMU BBEICTYIIaMU. BHYTpH
IMOYEYHOM KMCTHI MOXET pa3BUBATHCS MOUYCTHO-KIETOU-
Hbi pak (ITKP), 1 yem Gosbliie Kucta, TeM 00JIbIlIe Bepo-
SITHOCTB TOTO, YTO OHA COACPKUT OITyXOJb [2].
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Bornee cepre3nnM nposisiaeHnemM CXJI sistercst ckITKP.
BeposiTHOCTE ero pa3Butus B Bo3pacrte 10 70 JieT cocTas-
asieT 70 %. CpeaHuii BO3pacT NalMeHTOB HA MOMEHT BbI-
saBienus — 37 net (rpu criopaaudeckoM cKITKP — 61 ron),
npu 3ToM Bo3pacT Bo3HMKHOBeHUs1 TIKP cocraBnsier
16—67 ner [2].

Pak mouku, acconmupoBaaHbiii ¢ CXJI, 9acTo Myihb-
TAIICHTPUYHBIN 1 OMJIaTepabHBIN, ITPEACTaBICH TOJIbKO
CBETJIOKJIETOUYHBLIM TUIIOM [2]. TTogaBinsioniee GOMbITNH-
CTBO OITyXOJIeil pacTeT MeAJeHHO, U TONbKO Y 25—40 %
MalMeHTOB pa3BUBAETC KJIMHUYECKU 3HauYuMbIil TTKP.
Y GONBIIMHCTBA MALIMEHTOB TOJIBKO 2—3 OIYXOJIN NMEIOT
pa3Mep okosio 3 cM B muamMeTrpe. VICKITIOUeHUsI U3 3TOTO
TpaBUJjIa BCTPEUAIOTCS PEIKO.

I[Ipy MUKPOCKONIMYECKOM HCCACIOBAHUM ITOYKHU
npu CXJI MOXXHO 00HAPYKUTh MHOTOUNCIICHHBIE MEJIKHE
onyxonu u kuctel. Mopgonornuecku I1KP, accouupo-
BaHHBI ¢ CXJI, TpakKTUYeCK HEOTIUYNUM OT CITOPaIM-
yeckoro ckIIKP. BTo conmumHast Wi KMCTO3HAS OITyXOJIb
C BBIpaXX@HHOM BacKyJaspu3aldeil 1 OObBIYHO HU3KON
saaepHoit rpamamueii. Hekoropsie kapmmHoMsr ipu CXJI
MMEIOT TyOyJI0-TMaMWIISPHBIN XapakKTep pocTa: HeOOJIb-
K¢ TMAMMUISIPHBIC TIYYKW W Pa3BeTBICHHBIC KaHAJIBIIBI
C alMKaJIBHO PACITOIOKECHHBIMU SIIPAMHU, YTO TIPUIAET UM
MOPdOTIOTMIECKOE CXOACTBO CO CBETIOKIICTOUHOM AT~
JISPHOM OMyXO0JbI0 [27]. MoneKyJIsIpHBI I UMMYHOTHCTO-
XUMUYECKUN TTPOPUIN 3THX OITyXOJeH COOTBETCTBYIOT
ckITKP: orcyrcTBue nnm ¢okanbHag skcrpeccust CK7,
muddysHasa skcrnpeccus CD10 u CAIX, gemeuun 3p.
HMmenno orcyrcTBre skcnpeccun CK7 mmomoraet otim-
yuTh CKITKP 0T cBeT/10K1eTOYHOM MaNUUISIPHON OIMyX0-
JI, JUTIST KOTOPOi1 BeIpaxkeHHast aKkcrpeccust CK7 xapak-
tepHa [2]. Bapuantsr neuenus ITKP nmpu CXJI 3aBucsr
OT pa3Mepa OITyXOJ1, CTaINU 1 BOBJICUCHUST OKPYXKaio-
WX CTPYKTYP ¥ OOBITHO OTPaHUYEHBI XU PYPIUIeCKIMU
oIepausiMi, TAKMMHU KaK YaCTUYHAS WJIN paguKaabHast
HedpaKkToMUs. PHCK BOZHMKHOBEHUSI METacCTa30B IpU
oIryxoyisix <3 ¢cM B IUaMeTpe O4eHb HU30K, BCICIACTBHUE
YEero 3TOT pa3Mep NCIONIB3YIOT B KAYSCTBE IMIOPOTa IIJIsT Ha-
yayia akTuBHOTO JieueHus [28]. [TocaegHue 1oCTUKEHUS
B obactvl TapreTHoM Teparu (maruouropsl HIF 1 VEGF)
IUIST JICYSHMST TIPOTPECCUPYIONIETO WA METaCTaTHIECKOTO
ckIIKP otkpriBaloT MHOTOOOEIIAIOIINE BO3MOXHOCTHU
[29]. IIporro3s mwrst ckITKP mpu CXJI MoXeT 3HAUNTETh-
HO BapbHpOBaTh B 3aBUCUMOCTH OT CTaINU U 3P PeKTUB-
HOCTH JieUeHUs. TeM He MeHee MeTacTaTUYeCKUil paK
MOYKM OCTAeTCS YacTOl IMPUINHOI CMEpPTH IAIlMeHTOB
c CXJI[2].

DOEOXPOMOLMTOMEI

®eoxpomoruromser Tipu CXJI — peakue, HO KIIMHAYE-
CKM 3HAYMMBIE OITYXOJIM, KOTOPHIE MOTYT IIPUBECTHU
K cmeptH [30—32]. CpenHuit Bo3pacT UX oOHapyKeHUS
cocrasisteT 30 set. YacTora rmogBiieHUsT PeOXpOMOIIUTOM
y naumenToB ¢ CXJI Bapeupyet ot 7 10 20 %. MMerorcs BbI-
pakeHHBIE pa3IM4s B IIPEAPACTIONOXKEHHOCTH K PA3BUTHIO
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deoxpomormTomMbl Mexny ceMbsimMu ¢ CXJI, 94T0 MOXeT
OBITH OOYCIIOBJICHO YACTUYHBIM M3MEHEHHEM (DYHKIINU
reHa IpY pa3HBIX MUCCeHC-MyTanusx VHL v neiicTBueM
reHoB-MoaudukaTopoB [33, 34]. DTu omyxoau pa3BUBa-
10TCsT M3 XpoMa(PUHHBIX KJIETOK MO3TOBOTO BEIIEeCTBA
HaAMOYEYHUKOB M XapaKTepPU3YyIOTCs Ype3MEPHOI BbIpa-
OOTKOM KaTeX0JIaMUHOB, BKJTIOUasl alpeHAJIMH, HOpaape-
HaJIMH U 10DaMIH, 9TO WHOTIA IIPUBOIUT K PSITy CUMIITO-
MOB, TaKMX KaK IapoKcuU3MajbHas TUIIEPTCH3USI,
cepaledbreHre, NOTAMBOCTb, TOJIOBHbIE 00U 1 TPEMOP.
ITpu CXJI ¢peoxpOMOLIMTOMEI MOTYT OBITH IBYCTOPOH-
HUMH, YTO BJIMSICT Ha TTOAXOM K JICYCHHUIO, KOTOPOE OOBII-
HO BKJII0YAE€T HOPMaIM3alMI0O YPOBHS KaTE€XOJaMUHOB
C TIOCJIEAYIOIIEN XUPYPTUYECKON PE3CKIMEN OMyXOoJeu
IJIsl coXpaHeHMs (YHKIIMM HAAIMOYedHUKOB. [IporHO3
IIJIST TAaMeHTOB ¢ heoxpomorinromaMi mpu CXJI Bo MHO-
TOM 3aBHCHUT OT CBOEBPEMEHHOI IMAarHOCTUKH, 3P PeK-
THUBHOTO KYIMPOBAHUSI CUMIITOMOB M HAJTWYUS OPYTUX
OITyXOJIel, aCCOIIMMPOBAHHBIX C CUHIPOMOM [32].

ITAPATAHIJIMOMDI

[MaparaHrIMoMsI — peaKue HeMPOIHIOKPUHHBIC OITY-
XO0JIU, KOTOopble MOryT Bo3HUKaTh pu CXJI [2, 35]. OHu
pa3BUBAIOTCS U3 MaparaHrIMeB, CKOILICHUI HEMPOIHIO-
KPUHHBIX KJIETOK, SIBJISIIOLIMXCSI YACThIO BEreTaTMBHOM
HEPBHOM CUCTEMbI U TECHO CBSI3aHHBIX C MO3TOBBIM Bellie-
CTBOM Haamo4yeyHuKoB. [laparaHranoMbl UMEIOT Pa3HYyIO
JIOKA/IM3ALMI0, BKJII0Yasi 00JIACTh FOJIOBBI 1 LIEU, a TAKXKE
B I'PYIHO# KJeTKe, OPIOLIHOM MOoJIocTH U Tady (Torma
MX 4aCTO HAa3bIBalOT BHEHAAIOYEYHUKOBBIMU (HEOXPO-
MormtomaMi) [2]. [Taparaarmuomsl, cBsizanHabie ¢ CXJI,
O00BbIYHO MapacUMIIaTUYECKHMEe U He(PYHKILMOHAJIbHbIE.
OHM He BbIAEJISIOT FTOPMOHBI M, KaK IIPaBUJIO, BbI3bIBAIOT
CHUMIITOMBI, CBSI3aHHbIE C 00BEMOM, TaK1e KaK MaJbIIUpYy-
eMoe o0pa3oBaHue, O0JIb WY CAABIEHUE COCETHUX CTPYK-
Typ [30, 35].

DynkimoHanbHbIe naparanranoMbl mpu CXJI pa3su-
BalOTCSI PEIKO, BBIAEJISIOT KATEXOIAMHUHBI, YTO IPUBOAUT
K CUMIITOMaM, CXOIHBIM C TAKOBBIMU IPpU (PEOXpOMOLI-
TOME, MU30ANYECKUM WA TOCTOSIHHBIM B 3aBUCUMOCTH
OT YPOBHS U XapaKTepa BbICBOOOXIEHMSI KATEXOJIAMUHOB.
Tepanus naparanniroMsl mpyu CXJI 3aBUCUT OT ee pacio-
JIOXeHUs1, QYHKIMOHAJIbHOCTH, pa3Mepa 1 BbI3bIBAEMbIX
CUMIOTOMOB. XUPYypru4yeckoe yaajaeHue — OCHOBHOM Me-
TOJ, JICUEHUS JIOKAIIM30BaHHBIX ITaparanrinom [2, 30].

Mopdosornyeckoe CTpoeH1E HEAMUTEINATbHBIX HEeli-
POSHIOKPUHHBIX OIyXO0JIeii (MaparaHrjainoM u ¢heoxpoMo-
uuTOM), accouurpoBaHHbix ¢ CXJI, uMeeT xapakTepHbIe
0COOEHHOCTH, KAK TMCTOJIOTMYECKHE, TAK U KMMYHOIMCTO-
xumuyeckue. K TakuM 0coGEeHHOCTSIM MOXHO OTHECTH
TOJICTYIO KAIICYJTy OIYXOJIM, MUKCOUIHYIO M THAIMHU3UPO-
BaHHYIO CTPOMY, OOraTyio COCYIUCTYIO ceTh. OmmyxoeBbie
KJIETKM, KaK MPaBUJIO, MMEIOT CBETIIYIO LIUTOILIA3My U He
colepxKaT LUTOIUIa3MaTHYECKIE TUAIMHOBbIE [TI00YJIbL.

AJbha-MHIMOMH CUUTAETCSI MAPKEPOM, aCCOLIMUPO-
BaHHBIM C ICEBIOIMIIOKCHEN U XapaKTePHbIM IS Iapa-
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raurmoM u (peoxpomonuroM npu CXJI. DTu omyxonu
Takxke skcrnpeccupytor CAIX, uro, omHAaKO, BCTpeyaeTcs
B ITaparaHImoMax 1 heoXpoMOLIMTOMAaX IIPU IPYrOM Ha-
CJICIICTBEHHOM CUHIIPOME, CBSI3aHHOM C TepMUHAIBHBIMU
MYTalMSIMH B TeHAX CeMeICTBa, KOAMPYIOIIETO CYKITMHAT-
nmerugporeHasy [30, 35].

[TOPAYKEHME ITODKETYIOYHON

JKEJIE3bI

[Momxenymounas xeneza mpu CXJI BoBiekaeTcs
4acTo, HO B OOJIBIIMHCTBE CIy4aeB B BHUIE OOpa30BaHMS
MHOKECTBEHHBIX IIPOCTHIX KMCT, KOTOPHIE PEIKO (PYHKITNO-
HaJIPHO 3HAYMMBI, HE MMEIOT 3JI0KAYeCTBEHHOTO ITOTEH-
1IMajla ¥ peIKO BBI3BIBAIOT SHIOKPUHHYIO WM 3K30-
KPUHHYIO HEAOCTAaTOYHOCTh. MHOTMa KMCTH B TOJOBKE
TTOMKETYIOYHOM KeJIe3bI BEI3BIBAIOT OOCTPYKIINIO JXKeTIe-
BBIBOJSILMX MPOTOKOB. [IpumepHo y 10 % manumeHTOB
BBISIBJISTIOT CEPO3HBIE MUKPOKHUCTO3HBIE alcHOMEI (Cepo3-
HBIC IIUCTAICHOMBI), KOTOPBIE TAKXKe 9aCTO OBIBAIOT MHO-
KeCTBeHHBIMH [35].

OnHako B 5—17 % ciy4aeB IOMUMO KUCT B ITOIKEITY-
TIOYHOM XeJie3e pa3BUBAIOTCS HEMPOSIHIOKPHUHHBIC OITyXO-
. CpenHuii Bo3pact, B KotopoM [THDO muarHoCTUPYIOT
y mareHToB ¢ CXJI, Hizke (35 jer), 4eM IIpu CIiopaau-
YeCKUX clrydasix (58 j1er), 9To, BepOsSTHO, CBSI3aHO C TIEPH-
OIMYECKUM CKPUHUHTOM y 3TUX MTallueHTOB [35].

DTH OIyXOJI BOZHUKAIOT 13 TOPMOHITPOIYIIHPYIOIIIX
KJIETOK TOKEITyIOYHOM KeJIe3bl, B YaCTHOCTH OCTPOBKO-
BBIX, 1 MOTYT OBITh KaK (DYHKIIMOHATbHBIMU, TaK U HeE-
dyakanoHanbHbiMU. DyHkumoHanbHbele [THDO ce-
KPETUPYIOT U30BITOK TOPMOHOB, UTO IMPUBOIUT K PSIAY
KIMHUYIECKIX CHHIPOMOB B 3aBUCHMOCTH OT TUIIA OITyXOJIN
1 BBEIpa0aThIBAEMOTO €10 ropMoHa. HedbyHKIIMOHATEHEBIS
IMTHDO0 He ceKpeTupyoT TOPMOHBI, HO MOTYT BBI3BIBAThH
CHMIITOMEI, CBSI3aHHBIE C X Pa3MEPOM U PACITOIOKCHIEM:
00JIb B XKMBOTE, IMTOTEPS MACCHI TeJla WM HaTbITIpyeMbIe
obpasoBanus [35, 36].

Puck meracraso, cBsizaHHBIX ¢ CXJI-acconmmpoBaH-
HeiMu [THDO, Huskuii (24 %), HO yBeJIU4YMBAETCs P
pasMepe OImyxoyH >28 MM, BBICOKOI CTETICHHU ¢ 3JI0KaJe-
CTBEHHOCTH U B CJIydyae TepMHMHAJIBHBIX ITATOTCHHBIX Ba-
puaHTOB 9K30Ha 1 rena VHL [36].

Makpockonuuecku [THDO npencraBiasior codoii Xo-
POIIIO OTTpaHMYCHHBIC, TIECTPhIE M KPACHO-KOPUIHEBHIC
WJIN 3KeJITO-KOPUYHEBBIE OITyX0Jin 4acTo (B 76 %) ¢ LieHT-
paJIbHBIM pyo1IoM ((PMOPO3HBIM 04aroM BHYTPHU OITyXOJIH,
CcoIepKalluM Pa3IMIHOE KOJHIECTBO (hUOPOO6IACTOB,
CMEIIIaHHBIX ¢ KOJIJITaTeHOBBIMU BOJIOKHaMM) [35—37].

AccorumpoBanabie ¢ CXJI ITHDO gacTto MHOXeECT-
BEHHBI U JIOKAJIM3YIOTCSI TI0 BCEil ITOMKETYIOTHOM XKeme3e,
00b19YHO Ha oHe KUCT. [TogoOHO CMHAPOMY MHOXECTBEH-
HO SHIOKPMUHHOI HEOIUTa3UM 1-T0 THTIA, B TIOMKETYI0U-
Hoit xkenese Tipu CXJI MOTYT OBITH OOHApPYKEHBI TIpel-
IIeCTBYIOIINE IIPOILIECCH, TAKME KaK HE3MIM00IacTo3,
IUCTUTA3HSI OCTPOBKOB, MUKPOAICHOMATO3 1 TIEJIN03 He-
OITYXOJIEBBIX OCTPOBKOB [35—37].
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Caazannble ¢ CXJI [THDO moryT uMeTh CONMAHOE,
TpabeKyIIpHOe WIN KEJIe3UCTOe CTPOSCHUE CO CTPO-
MaJIbHBIM (bMOpPO30M M BBIPAXKEHHOI BaCKYISIpU3aIIUCIA.
B omyxonm cocyIecTBYIOT CBET/IbIC ¥ OOTAThIC TUTTHIAMMI
BaKyoJIM3UPOBaHHBIC KJIIETKM, KOTOPBbIE MHOTIA MOTYT
WMUTHPOBATDH MePCTHEBUIHO-KIETOUHBIN pak. CBeTIo0-
kinerounsie [IHDO BcTpevaioTcst y malimeHTOB C CHH-
IPOMOM MHOXECTBEHHOM 3HIOKPWUHHOW HEOIJIa3UH
1-ro tura, xoTs u pexe [37].

Onyxomu, cga3anHble ¢ CXJI, cienyeT KiaccuguImpo-
BaTh U TPagvpoBaTh B COOTBETCTBUU C KIIacCH(UKAIUECH
BcemupHoit opraHn3aliy 30paBOOXpaHeHUs, KaK 1 IPyTHe
TTHOO0. INocnenHue IBISIOTCS 37I0Ka4€CTBEHHBIMU HOBO-
00pa3oBaHUSIMU HE3aBUCHUMO OT pa3Mepa WM CTCIICHU
ndGepeHIMPOBKY. BakHO BBISIBIATH THCTOJIOTUICCKIE
IMPU3HAKA arPECCUBHOCTHU, TaKKe KaK COCYIUCTasI U TICPH-
HeBpaJIbHas MHBA3MsI, 0COOCHHO B OKPYKAOIIei KNPOBOI
TKaHW, MJIM WHQWIBTPATUBHBIA POCT OIYXOJIU 10 TIeprde-
pUH, TIOCKOJIBKY OHH BJIASIIOT Ha IPOrHo3 [2, 35, 36].

ITpu ummyHoOTHCTOXMMIYEeCKOM HccenoBanny [THOO
BBISIBJISTIOT 9KCITPECCHIO XPOMOTpaHMHA A ¥ CHHANITO(MM -
3MHA. DKCIIPECCHSI COMATOCTAaTHHA, TIOJIUTICTITHIA TTOIKe -
JIyIOYIHOM XeJIe3bl, BA30aKTUBHOTO KUIIIEYHOTO TIEIITH A,
WHCYJIMHA W /VUIN TJII0OKaroHa MOXeT OBITh 09aroBO IIO-
JIOKUTETbHOM. OTHAKO 3T OMYXOJIHM HE SKCIIPECCUPYIOT
TacTpWH, B OTJIMYKME OT HEHPOSHIOKPUHHBIX OITyXOJICi,
aCCOIMMPOBAHHBIX C MHOKECTBEHHOM SHIOKPHUHHOMN HEO-
IU1a3ueii 1-ro Tura, KOTopble 3Kcrpeccupyior ero B 50 % ciy-
yaeB. KpoMme Toro, sKCIpeccuss MTHTMOMHA XapaKTepHa IS
CXJI u He HaOTIODACTCS B CBETIIOKJIETOYHBIX HEPOIHIO-
KPUHHBIX OITYXOJISIX, CBSI3aHHBIX C CHUHIPOMOM MHOXKECT-
BEHHOI SHIOKPUHHOIT Heorta3uu 1-ro turma [2, 35].

ITpu CXJI ITHDO skcnpeccupyror CAIX u HIF1o. [Tpu-
YeM 3TU MapKephl TTO3BOJISTIOT BEISIBUTD OYary TUTIEPILIa3N
OCTPOBKOBBIX KJIETOK, KOTOpbIe He BUIHBI TIPH PYTUHHOM
OKpaILIMBAaHWN TeMAaTOKCUJIMHOM 1 3031HOM [37].

OITYXOJIN DHAOJIMM®PATHUYECKOI'O

MEIIIKA

Ormyxonu sHIoIMM@aTUIeCKOTro MeIlKa HabIIoaaioT-
cs1y 10—16 % naumenTo ¢ CXJI, a B HEKOTOPBIX CIIydastx
OIHOCTOPOHHSIS WJIX IBYCTOPOHHSIS IIOTEPST CITyXa OKa3bl-
BaeTCs IEPBBIM KIIMHUYECKUM TIPOSBIICHHEM 3a00JIeBaHMS
[28, 38]. OOM gaBasIOTCS Cepbe3HBIM OCIIOKHEHUEM ITPU
CXIJI ¢ 0TONIOTMIECKMMI CUMITTOMaMU (HaripuMep, TIIyXo-
TO, IITYMOM B yIIIaX). DTU OIMyXOJIY ITPOUCXOIAT U3 SHIO-
JMM(PaTIIECKOTO MEIIKa, OTBEYAIOIIEro 3a PeryInpoBa-
HUe OalaHca XUIKOCTH U JaBJICHUSI BO BHYTPEHHEM yXe.
Hecmotpst Ha To yTo ODM gBIAIOTCS JOOpPOKAYECTBEH-
HBIMU, VX JIOKAJIU3AIIHAS ¥ POCT MOTYT IIPUBECTH K 3HAUM -
TEJIbHBIM KIIMHUYECKUM CUMIITOMAM M OCJIOXKHEHUSIM.

Oryxou SHIOIUMGbATHIECKOTO MEIITKa — MaIIIISIP-
HbIE W/WJIN KHCTO3HBIE, OOBIYHO ¢ MHBAa3WEH U TIepe-
CTpOMKOM KocTH. KMCTO3HBIE TPOCTpaHCTBA BHICTIAHBI
OOHHUM CJIOE€M SIUTEIUAIBHBIX KJIETOK, OT KyOMUeCKUX
IO UMIWMHIAPWICCKUX. Takue ke KJICTKM IOKPBIBAIOT
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rpyoble, c1a00 pa3BeTBIEHHbIE COCOUYKU C UCTUHHBIM (Pu-
OpOBACKY/ISIPHBIM OCHOBaHMEM. MOIyT IPUCYTCTBOBATh
allMHApHbIE CTPYKTYPhI, IMPOCBET KOTOPBIX 3arOJHEH
IJIOTHBIM 303MHOMUILHBIM BEILIECTBOM, HATIOMUHAIOLLIM
KOJUTOU/, IIIUTOBUIHOM XeJe3bl [2, 28].

Or1yXoJieBble KIETKI SKCIIPECCUPYIOT MAHLIUTOKEPATHH,
CK7, sumentu, HIF1o, EMA, CAIX, PAXS, HeraTuBHBI
¢ CD10, RCC, GATA3, AMACR, cunanropmsmaom, TTF1,
THpOTIO0YyIMHOM U PSA [2].

LNCTAOIEHOMBI ITPUIATKA AMYKA

LwncTageHOMBI IpUAATKA SIMIKA — PEAKHUE JOOpOKa-
YeCTBEHHBIEC OIYXOJIM, KOTOPhIE MOTYT BO3HHUKATh IIPU
CXJI 1 IpuBOANTH K OECIIIONUIO. XOTS OHU HE OTHOCATCS
K YMCJTY pacIpocTpaHeHHBIX IposiBieHuit CXJI, nx Hamm-
Y1e MOXET CIIY>KUTh BaXKHBIM JUATHOCTUICCKUM MapKe-
poMm 3aboneBaHusa. KilmHUYecKn mucTageHoMa IIpuaaTkKa
STMYKa 9aCTO MPOSIBIISIETCS B BUIIE 6€300JIe3HEHHOTO 00pa-
30BaHMUs MOIIOHKM, KOTOPOE MOXKET OOHapyKMUBAThCS
CJIy9aitHO BO BpeMsI INTAHOBOTO OCMOTPA WIIH C TIOMOIIIBIO
BU3YaJTU3UPYIOIINX UCCICAOBAHMIA, TIPOBOIUMBIX IO APY-
MM IIprudrHaM. MIHOTIa 3T OMMyXOJI1 BBI3BIBAIOT JUCKOM-
dopt i 60716, 0COOEHHO €CITM CTAHOBSITCS KPYITHBIMU
I BocnajstioTes [2, 28]. [icTomorndyecku mycTageHOMBI
MpuaaTKa IM9IKa XapaKTepU3YIOTCS KUCTO3HBIMH IIPO-
CTPaHCTBAaMM, BBICTJIAHHBIMHM HECTPaTU(MUIINPOBAHHBIM
KyOMYECKUM WJIY IWJIMHIPUISCKIAM SIUTEINEM 0e3 IIpH-
3HAKOB aTnIMU. JIeueHne, KaK IIPaBMIO, KOHCEPBATUBHOE,
XUPYPIrUYECcKOe MCCEUCHNE TTPUMEHSIIOT, €CIU OIYyXOJb
BBI3BIBACT 3HAYMTEIBbHBIN OAUCKOMMOPT, OBICTPO pacTeT
WY B CJTydae ITOI03PEHMST Ha 3]I0Ka4eCTBEHHOE HOBOOOpa-
3oBaHue. [lcTaneHOMBI MpHUAATKA SIMIKA OOBIMHO HE TPAHC-
dopMUPYIOTCS B 3710Ka4eCTBEeHHEBIE [2, 28].

DKBHUBAJICHTHOE, HO TOPa3mo MeHee pacIpoCTpaHeH-
HOE TIPOSIBJICHUE Y KSHIIMH — NaIIIIpHAs IIUCTaIeHO-
Ma IIUPOKOI CBSI3KHM MATKH.

IUDPEPEHIIVAJILHBIN TMATHO3
OITYXOJIEM ITPY CUHIPOME
XUITTTEJIA-TTUHIAY

[MoyeyHO-KIIETOYHBIN paK, SIUTEINATBHBIC 1 HE3TIH -
TeJMaJIbHbIe HeMPOIHIOKPpUHHBIE omyxoiau 1 OOM mpu
CXJI nmeroT cxomHbie MOpdoIorndeckue mpu3Haku. Ot-
YacTH 3TO OOYCJIOBJIEHO MeXaHM3MaMU KaHIIepOoreHesa,
CBSI3aHHBIMU ¢ MyTaumsiMu B reHe VHL. CocylecTBoBa-
HHUE Pa3INYHBIX OIYXOJIeil, B TOM YHUCJIe 3JIOKA4YeCTBEH-
HBIX, MOpGoIornyecKas KapThHa KOTOPBIX UMEET OOIIIHe
YepThI, 00YCIOBIMBACT TPYAHYIO IUaTHOCTUYECKYIO 332 -
4y, KOTOpast 3aKJII0YaeTCsS B PACIO3HABAHUM TEPBUYHBIX
OITyXOJIel I METaCcTa30B.

Onnoii n3 ipo6iaem sBistroTcst CXJI-acconmmupoBaH-
Hele [THDO. UMest BuipakeHHBIE CBETJIOKJIETOYHBIE M3-
MEHEHMSI, OHU B MIEPBYIO OYEPENb CUMYJIUPYIOT METACTA3
IIKP, pexe — (peoXpoOMOIUTOMBI M TTaparaHTIMOMEBI
CO CBETJIOKJIETOYHOI MOPGOIOTHEH, KOTOPHIE TaKXKe Xa-
pakrtepHsl g CXJI [35—37].
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OmHako HEeHpPO3HIOKPUHHEBIE OITyXOJU M 0e3 BhIpa-
JKEHHBIX CBETJIOKJICTOUHBIX U3MEHEHHI CUMYJTUPYIOT Me-
TacTaz (heOXpOMOIIUTOMBI, OCOOCHHO TIpH €¢ HAJIMINU.
Ho, B oTitmune ot peoxpomorimtoMsl, [THDO gacTo skce-
npeccupyeT PAXS, ISL-1, munorna CDX2 u He akcnipeccu-
pyet GATA3.

Kpowme Toro, B nuddepeHIImanbHO-IMarHOCTUIeCKIIA
PSIT TAKoKe CIIeAyeT BKITFOUATh allTHAPHO-KJIETOYHYIO KapIli-
HOMY, CEpO3HYI0 MMKPOKHMCTO3HYIO afcHOMY W COJIMITHYIO
TICEBAOAIMJUISIPHYIO OITYXOJIb ITOIKEITYIOUHOM JKeJIe3Hl.

ALIMHApHO-KJIETOYHBIC KaPIIMHOMEI 1 CEPO3HBIC MU~
KPOKHCTO3HBIEC aIEHOMBI MOTYT COCTOSITh M3 CBETJIBIX KJIe-
TOK 1 cumypoBatb ITHDO, HO ux J1eTKO pacmio3HAaTh Ipr
WMMYHOTHUCTOXMMUYECKOM MCCIICIOBAHNN: OHU HE DKC-
IIPECCUPYIOT HEWMPOIHIOKPUHHEBIE MAPKEPHI.

A BOT CONMMIHAsI TICEBIONANMJUIIPHAS OITyX0JIb, KPOME
TOTO, 9YTO MOP(HOJIOTUIESCKH MOXKET UMUTHPOBATh BHICO-
KomudGepeHINPOBAHHYIO HEHPOIHIOKPUHHYIO OITyXOJIb,
00BIYHO 04aroBo 3Kcnpeccupyer cuHanropusud, CD56,
NSE. flnepHas skcnpeccus f-KaTeHWHA U PELENITOPOB
MIPOTrecCTepOHa, a TaKXKe OTCYTCTBHE SKCIIPECCUU XPOMO-
IrpaHMHA A TTOMOTAIOT OTJIWYUTh €€ OT HEHPOIHIOKPUH-
Holt orryxonm [35—37].

Mopdonornyeckas kaptuHa [THDO u (peoxpomoriu-
TOMBI B HAAIIOYEYHNKE MOXET OBITh OYCHB ITOX0XKa Ha Me-
tacta3 ckI1KP. Ognako omyxomu npu ckITKP, kak mpaBuiio,
HMMEIOT TOHKYIO (DMOPOBACKYIISIPHYIO CETh, a HE IITPOKIE
KOJIJTAT€HOBBIE TSKM, 00bIMHO HabmogaeMble ipu [THDO,
cBsi3aHHBIX ¢ CXJI.

B 1o Bpems kak ITHDO u (peoxpoMOIIMTOMEI/9KCTpa-
HaIITOYeYHUKOBBIC TTaparaHIIMOMBI 9KCITPECCUPYIOT XPO-
MOTpaHWH A ¥ CHHaNTO(MU3MH, TT0YeYHO-KJIETOYHBIE Kap-
LIMHOMEBI JAOT OTPHMIATEIBbHBIA OTBET IPW aHAIM3e
Ha MapKepbl HeUPO3HIOKPMHHON A dOepeHIIMPOBKN.

I1Ipu nmmyHorucToxumMmieckoM ucciaenopanuu [NKP
BBISBIIIETCS 9KCIpeccus maHunTokepatnHa, CD10, RCC,
BuMeHTHHA. Crnenyetr moMHUThL, yTo [THDO MoryT sKc-
mpeccupoBatbh PAXS, B CBSI3M C YeM 3TOT MapKep HE MOXET
CIyXUTh st nuddepeHINaTbHON TUaTHOCTUKU 3THX
omyxoineir. CAIX Takke He MOXET CIIY>KUATD STOH 1IeJH, TaK
KaK 3KCIIPeCCUpyeTcs MIPAaKTUIECKHA BO BCEX aCCOLIMUPO-
BaHHBIX ¢ CXJI ommyXxorsix.

HomomHenneM B nuddepeHIMaabHON THarHOCTUKE
ceemiokieTounor [THOO n Meractatmueckoit ckIIKP
CITYKUT 3KCIIPECCHSI MHTMOMHA, TIOCKOJIBKY B TTOCIICTHEM
OHa OTCYTCTBYET.

Ho urubuHskcrnpeccupylomme CBETIOKIETOUYHBIE
ITHD0 MoryT ”MHTHPOBATh CBETJIOKJIETOYHYIO KapIIMHO-
My KOPBI HAATIOYETHUKOB, KOTOpas oTiandaercs ot [THBO0
BKCIIpeccreil MapKepoB KOPKOBOU mTuddepeHINPOBKI
(Melan-A, KaJIpeTUHIUH U CUHAIITO(DU3MH).

Ouenb peaxo nipu CXJI mpuxonurtes auddepeHIUpo-
BaTh TeMAaHTHOOJIACTOMBI HAAIIOYEYHUKOB 1 (PEOXPOMO-
LIMTOMBI, TIOCKOJIBKY OHM MOTYT MMEThb CXOIHBIC TTPU3HA-
K{ TIpY BU3yaIM3allMd U B PEIKMX CIyJasiX BBI3BIBATH
ITOBBIIIIEHNE YPOBHS KaTeX0JJaMIUHOB B MOYE.
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MeTtacTa3 ()eoXpOMOIMTOMBI U MAPATAHIIMOMA

BaxxHoe 3HaYeHME B IMarHOCTUKE MMEET 3HAHME HOP-
MaJIbHOrO aHATOMUYECKOTO pacIipeaesieHusI maparaHriaiues
(71eMEHTOB BEreTaTUBHOM HEPBHOM CUCTEMBI), TakK
Kak OITyXOJIb B MECTaX, [Je B HOPME OTCYTCTBYIOT IaparaH-
iy (Harpumep, TMMbaTUYeCKUe y3/ibl, KOCTH), — MeTa-
cTaThyecKas. A MOpaxeHMs IeUYeH U JIETKMX He BCeraa
SIBIISTIOTCSI METACTa3aMM, TIOCKOJIBKY B HUX MOT'YT BO3HUKATh
MepPBUYHbBIE MTaparaHIMOMbI. OTCYTCTBYE IIOAIEPXKIBAIO-
mux k1eTok (S100- m SOX10-T10/I0XKUTETEHBIX) CBUIETEITb-
CTBYET B I10JIb3y METACTA34.

MMMYHOIMCTOXUMUYECKIIA IPODIIIL (hEOXPOMOLIUTOMBI
U MaparaHnIMOMbI uaeHTudeH. OHU SKCIIPECCUPYIOT HEpo-
SHIOKpUHHBIE MapKepbl, GATA3, INSM 1, THMMOWH 1 OTpH-
LIaTeJIbHbI K LiuTOKepaTiHaM. [ToaaepskuBaroliye (CycTeHTa-
KYJISIpHBIC) KIIeTKH 3Kcrpeccupyror S100 m SOX10 [37].

MeTtacTa3 CBETVIOK/IETOYHOT0 NOYE€YHO-KJIETOYHOTO

paKa u Apyrue nepBUYHbIE OMYXOJIH

Ornyxom 3HTOMMMMaTIIECKOTO MEITKa MOTYT HAITOMU-
HaTb cKITKP. ¥ Takux nauyeHToB Mpyu HATMYNUU paka MOYKHU
ciemyeT poBOAUTH AutdepeHITMATBHBIN AMATHO3 MEXTY
TIePBUYHOI O1yXosbio 1 MeTacTazoM cKITKP. 3amaga moxker
OCJIOXKHSITBCS TEM, UTO B HEKOTOPHIX CiTydassx ODM akcrpec-
cupyetr PAXS8 1 Bcerma — CAIX, mostomMy Ha 3T MapKepbl
He cienyeT opueHTHpoBathed. B ommmune or [TIKP OOM
He akcnpeccupyeT CD10, RCC u nonoxurensHbl ¢ CK7.

Kpome Toro, muddepeHmanbabIil nparnio3 OOM He-
00XOIMMO TIPOBOIUTE ITAPAraHIIMOMOM, Pa3BUTHE KOTOPOIA
takke xapakrepHo mist CXJI. B atoM ciayyae momoramoTt
HepO3HIOKPUHHEIE MapKephl, KOTOPBIE SKCIIPECCUPYIOT-
csI B ITaparaHIIMOMe, 4To He XapakTepHo mist OOM. [1an-
LIMTOKEPATHH, B CBOIO O4epeb, SKcIpeccupyercss B OOM,
HO HE B ITaparaHIJIMoMe.

Oryxoa SHIOIUM(MATHIECKOTO MEIIKA, JIOKATN3YIO-
IIHECS B MOCTO-MO3KE€IKOBOM YTJIY, MOTYT OBITh ITOXOXKU
Ha TaIMLIOMBI COCYIMCTOTO CILIETEHUS, OMHAKO TOJIBKO
OBOM 1poHUKAIOT B KOCTh M pa3pyliaioT ee [2].

TemMaHTMOOIACTOMBI CO CKOTUICHUSIMH CBETIIBIX KIIETOK
MoryT HanmoMuHaTth metacratudeckuii I1KP, yto oueHs
akTyanbHO y naumeHToB ¢ CXJI mpu HaIWduM OIyXOJIn
B nmouke. boiee Toro, ”MMyHO(DEHOTHIIBI 3TUX OITyXOJICH
YaCTUYHO COBIAmaloT (3Kcmpeccust BuMeHTHHa, CAIX).
Yacras skcrpeccust o-uHrnonHa, D2—40 u 6enka brachyury
OITyXOJICBBIMU CTPOMAJIBHBIMHU KJIETKAMH U OTCYTCTBHE
skcrnpeccun RCC, EMA, CD10 u CAMS.2 otiMyalor re-
maHruob6gactomy ot ITKP.
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