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Inuoemuonozua paxka noYKu.

* [Toueuno-knerounbiit pak (IIKP) — ogHO 13
Han0o0Jee pacIpPOCTPAHCHHBIX
OHKOYPOJIOTMYECKHUX 3a00JICBaHU.

EXeroHo B MUpPE BBIABIIAIOT OKOJIO 210 ThIC.
HOBBIX ciydaeB 11KP, uto cocrasisieT okoio
2% B CTPYKTYpPE OHKOJIOTUYECKOM
3a00JIEBA€MOCTH, IPUYEM JIBE TPETU
OOJIBHBIX BBISBIISIOT B PA3BUTHIX CTPaHAaX.




* B crpykrype 3HO IIKP cocraBuser 4,5% y
MY>XYUH U 3% y KEHIIHH.

* Cpennuit Bo3pact 00abHbIX IIKP cocraBun
61,4rona (60,4 1eT y myxumH u 62,7 roga y
’KCHIIH).




AOCOIIOTHOE YMCJIO BIEPBBIE B )KU3HHU YCTAHOBIICHHBIX JTUArHO30B
3JIOKAYE€CTBEHHOT0 HOBOOOpazoBanusa B Poccuu B 2005-2015 .




JlnHaMMKa nmokasaresiei 3a00jieBaeMOCTH HaceaeHus: Poccun
3JIOKA4€CTBEHHBIMM HOBOOOpa3oBaHusiMu B 2005-2016 rr.

*CpenHerogqoBou Temil npupocta, % = 3,46
[Ipupocrt, % 42,73




JloJ1ist OOJILHBIX 1O CTaJMsAM, BbIABICHHBIX B YP B 2016r.

(B %0)




JIlmHaMMKa rmokasaresied CMEPTHOCTH HacelieHus Poccuu OT 310Ka4€ CTBEHHBIX
HOBoOoOpa3oBanwmii B 2005-2015 rr.




ITOKA3ATEJIH COCTOIHHA OHKOJIOTHYECKOH oMot
HACEJIEHHIO B 2015 I. na 100 moic. nacenenus
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3a0oaeBaeMocTh B YP 3a nnepuog ¢ 2010 mo 20151, (Ha
100 000 HaceneHus)




CMEPTHOCTDB HACEJIEHHA YP 3a nepuoa ¢ 2010 mo 2015r.( Ha 100
000 HaceneHwus)




CMepTHOCTb MO AECATU BeayLMm N0KaAn3auuam
3/10KayecTBeHHbIX HOBOO6pa3oBaHUM
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DaKTOPHI pUCKA

HacJjencrBeHHbIE:

*CeMelHbIM aHAMHE3
*CunapoM (poH Xunmnens—JInagay

IlosoBast MpuHAAJICKHOCTD (4ale OOICIOT
MY>KYHHBI, YEM KCHIIUHBI; COOTHOIIEHHUE 1,5 : 1)

IIpuoOpereHHbIe:
*Kypenue
*OXHpEHUE
I'b
*IpHOOpETEHHAsI KUCTO3HAs1 00JIE3Hb ITOYEK




I1aTorenes

* C navana 1990-x rr. B MUpOBOM JIUTEPATYPE CTAIIH
MOSIBIATHCS paOOTHI, B KOTOPBIX UCCIIEA0BAIUCH
MOJIEKYJIAPHO-TEHETUUECKUE ACIIEKThI ITATONCHE3a
paka Moyku. belIM OTKPBITHI TEHETUYECKHUE
CUHJIPOMbI, aCCOIIMMPOBAHHBIE C PA3BUTUEM KaK
CEMEWHBIX, TaK U CIIOpaAuYeCcKuX (hOpM paka
ITOYKH, BBIJIEJIEHBI COOTBETCTBYOIIIUE OHKOTEHBI U
TE€HBI OIYXOJIEBOU CYIIPECCHUM.




DopMbI CEMEHHOT0 PakKa MOYKHU

CuHpOM

[ 'eHoTun

Oon Xummnens-JIungay

['en VHL
(xpomocoma 3p25-26)

HacnencteHHbIH
nanuuispHbii [TKP

Cc-met MPOTOOHKOTEH
(xpomocoma 7q34)

CeMeltHbIi J1eHOMHUO-
Mato3 ¢ [IKP

Oymapar-rujparasa
(xpomocoma 1q42-43)

bupt-Xorr-/Ipto0a

['en BHDI
(xpomocoma 17pl2)

Ty0epo3Hblii CKIIEPO3

TSCI, TSC2

P11, accomuupoBaHHbIit
¢ SDHB

SDHB




B 1972 r. 06110 BBIIBUHYTO IPEINOJIOKEHUE, UTO CEMEHHBIE (DOPMBI
paKa oYKy CO CBOMCTBEHHBIM UM MYJIBTU()OKAJIbHBIM POCTOM
PA3BUBAIOTCS B CBA3U C PACITPOCTPAHCHHOCTHIO MyTallMK B OJTHOM
ajiese re’a, Torjaa Kak cropagdieckue (popMbl BOSHUKAIOT MPH
MYyTalMsX, MOpaKaronuXx 00a aaiess OJJHOTO I'eHa, YTO MOXKET
MIPOU30MTH B TEYCHUE KU3HU (UeM 00yCIIaBIMBAECTCS BO3PACT, B
KOTOPOM 3a00JIEBAEMOCTh PaKOM IMOYKH HanOOoJIee BHICOKA) B
OTJICJILHOM B3STOM KJIETKE ITOYECYHOM TKaHU (UTO OMPEACIsAET, KakK
MPaBUJIO, MOHO(DOKAIBHBIN XapaKTep MPOIIECCa) CO CPABHUTEIIHLHO
HEOOJIBIIION BEPOSTHOCTHIO. DTO YTBEPKACHHUE BIOCIIECACTBUN ObLIO
MOATBEPKJICHO B padOTax MHOTMX aBTOPOB.




Cunapom von Hippel-Lindau

- 3TO AYTOCOMHO-HACJIICACTBCHHOC 3a0o0jIeBaHue XaAPaAKTCPU3YCTCA
ITOPOKaMH Pa3BUTHUA 1 aHOMAJIbHBIM POCTOM MCJIKHUX
KPOBCHOCHBIX COCYIOB.

XapakTepHO 00pa30BaHUE AaHTMOM CETYATKH, TEMANruo0acToM B
MO3XKEUKE U F'€MalruomM B CHUHHOM MO3Te, KOTOPOE
COIIPOBOXKIACTCSA PA3BUTHUEM ITIOUYEYHOM KIIETOYHOU KApPILMHOMBI,
KUCT B ITOKEIYIOUYHOU KEJIE3€ U NMPUIATKAX SUYEK,
MMAHKPEATUUECKUX U AMUAUAECMAIBbHBIX KUCTO3HBIX AICHOM U
(hE€OXPOMOIIUTOMBI.

Pa3BuBaeTcs BTopruuHas aprepuaibHasi TUIEPTEH3US, CBA3aHHAA C
MaTOJIOTUEHN MOYEK 1 YaCTO ABYXCTOPOHHENW (PeOXPOMOIIUTOMONM,
KOTOpasi mpeApacroiaraet Kk cyoapaxHougaaibHbIM
KPOBOTEUYCHUSIM.

[IprunHOM 3a00€BaHUS CIIYKUT FeH-cynpeccop omyxonu VHI.,
JOKaJIM30BaHHBIM Ha XpoMocome 3p26-p23.
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CuHapom bépte- Xorra-Aobe (BXA)

* pe[Ikoe ayTOCOMHO-AOMUHAHTHOE
3abo05eBaHne, B OCHOBE KOTOPOro
neXkat MyTauMoHHble naMmeHeHmnsa BHD-
reHa 17-n XpoOMOCOMbI, KOAMPYIOLLNU
6enok-oHKocynpeccop MONMNKYSINH.

e XapaKTepulyeTcs pa3BUTUEM raMapTOM
BOJTOCSIHbIX (POSI/IMKYJIOB B 061aCTU
LA U Wen, NerovHblX KUCT U
OMyX0S1eN MOYKMN.




Knaccudukamus

4 BUj1a paKa Nnmo4Ku

*CBETJIOKIICTOUHBIN (60-85 %)
*XpOMO(HUIBHBIN (TanuIsIpHbIN; 7-14 %)
* xpoMo(oOHbI (4-10 %)

* paK coOuparebHbIX MPOTOKOB (2-5 %)




CBeT/IOKJIIETOYHBIN PaK

*XapaKTEePU3yETCs HATTMUHUEM JICTICIIUN XPOMOCOMBI 3.

*TOJIBKO B OIMYXOJISIX JJAHHOTO TUIIA UMEET MECTO MyTanus rena VHL
(Bona-I'unnens-JInnaay).

*XapaKTepu3yeTcsl UHPUIBTPATUBHBIM POCTOM C COCYAUCTOM MHBA3UEH
*‘uMeeT 00JIee BHICOKHIT METACTATUUYECKUN MOTEHITNAJT

° OTJIIMYacTCA Xy,HIHCﬁ BBIZKNBACMOCTDBIO




* IIpu nanmmisipHOr hopMe paKa MOYKU OOBIYHO
BBISIBISICTCS KOMOWHAIMS TpucoMui 1o 7, 17, 3q, 8,
12,16 1 20 xpoMmocomMamMm, a TaK»ke yTpara Y-
XPOMOCOMBI

* 4acTo ObIBACT ABYCTOPOHHEHW Y MYJIbTH(OKAIbHOU

° aCCOLMHPOBAHA C JIYYIIEeH BbIKHBAEMOCTBIO, YEM
CBETJIOKJICTOYHBIM, HO XyALIEH, 4eM XPOMO(POOHBIN
THII OITYXOJIH.




XpoMo(hOoOHBIN pak

°* XapaKTEPHO YMEHBIIICHUE KOJIUYECTBA XPOMOCOM B COUETAHUU C
Tr€TEPO3UTOTHOCTHIO 10 Xpomocomam 1,2,6,10,13, 17,21, X u
rUNOIIOnAHbIM conepxkanueMm JIHK.

*UMEET HU3KUU METAaCTAaTUUECKUUN MOTEHIIUA.

* BbDKHBaeMoCTh OOJBHBIX ¢ XpOMO(OOHBIMM OITYXOJISIMHU BBIIIIE,
4eM C MaNWUISIPHOM M CBETIOKJIECTOYHOM (popMaMHu paka IMOYKH.




Pak coOupareabHbIX IPOTOKOB
*peaKas OIMyXoJib

* crieuU(pUYECKUE JJIs JaHHOIO THIIA OIYXOJIU
TCHCTUYCCKHUE AJITEPAIlU HE BbISBIICHBDI.

*OYCHb AI'PCCCHUBHAs, C BBICOKHNM MCTACTATHYCCKUM
IIOTCHIMAJIOM.




B rucrosornvyeckon kiaaccupuxkanuu BO3 2004 rona BbigesieHbI
ciaenyrouue sapuantsl IIKP:

CBETJIOKJIETOUHAS IOYEYHO-KJIETOUHAsI KapIiMHOMa
MYJIBTHIIOKYJISIPHAs CBETJIOKJIETOUHAS TOYEUYHO-KIJIETOUHAs KaplimHOMa
NanuIsspHas NOYeUHO-KJIETOUHAs KaplimHOMa

XxpoMo(doOHast TOYEYHO-KIETOYHAs KapIMHOMA

KapIMHOMA U3 COOMpaTENIbHBIX TPyOOUeK bemnuu

MeIyJUIIpHas KaplMHOMA TTOYKH

KapIIMHOMBI, 00YCJIOBJICHHBIE TpaHCIOKaue XpoMocoMbl Xpl1
KapIIMHOMA, CBsI3aHHAs C HEMPOOIaCTOMOM

- MYLIMHO3HAasl TyOyJIsipHasl U BEpPETECHOKJICTOYHAsS KaplIMHOMA

- HEeKJIaccuuuupyemas Io4eqHO-KIECTOUHAs KapIInHOM




Tabnuua 13.2. Kitaccudukaumusi paka nouyku no cucreme TNM

IlepBuunan onyxoab

Tx [TepBHUUYHYIO ONYXO0JIb OUEHHTh HEBO3MOXHO

T0 [NMepBUYHOI ONYXOJH HET
Onyxonb <4 cM, orpaHMyYeHHasi NMOYKoHn
Onyxonb 4—7 cM, OrpaHUYeHHasi NOYKOH
Onyxone > 7 cM, OrpaHU4YeHHas NMO4YKoOM

OﬂyXOHb npopacTactT HaAaANnNoOYCHYHHUK HJIH OKOJIOMOYCHHYIO KJIETHATKY, HO
HE€ BbIXOAMT 34 INMOYUYCHHYIO (t)'dCllHlO

OnyxonesBbif TPOMO B NOYEHHONH BEHE, €€ CErMEHTAPHBIX BETBAX WM B
HUXKHEH nNonou BeHe HUXe anadparmMsl

T3¢ Onyxonesbiit TPOMO B HUXKHEH MMOJION BEHE BbllUe AHadparMbl MM NMpo-
pacTaHue CTEHKH HUXHEH MNMOJIOH BEHBI

T4 OnyxoJib BLIXOAMUT 3a NOYeHHYIO hacumio
Pernonapusie aumdoy3asi

Nx PernoHapsHsbie aMMdQOy3Jibl OUEHUTH HEBO3MOXHO
NO MeTracra3oB B IMMGMOY3/ibl HET

NIl MeTtacTassl B | permoHapHbii auMdboysen

N2 MeTacTasbl B 2 1 DoJsiee pervoHapHbix auMmdoyana
Or1aanennpie MeTacTassbl

Mx OraaneHHble MeTacTasbl OUEHHUTH HEBO3MOXHO
MO OTaasIeHHBIX METACTa30B HET

Ml OTraaneHHbIe MeTacTasbl




KiMHH4YecKasgs KapTHHA

* B OonbmmHCTBE cinydaeB 11
IpOTEKACT O€CCUMIITOMHO.

KiuHudeckre nposiBIeHUA
BO3HUKAKOT B OCHOBHOM Ha
MO3IHEH CTaIUH. ‘




KnuHun4yeckue
nposiBsieHusd

PeHanbHble

BKCTpapeHaanble







* Cungpowm caasienus HIIB

— OTEKHU HOT, BApUKOIIEJIEe, PACIIMPEHUE MOIKOKHBIX BEH KUBOTA,
TpoMO03 TITyOOKHX BEH HM>KHUX KOHEUHOCTEH, MPOTECHUHYPUSI

— pas3BuBaerca y 50% 00abHBIX IIpH ommyxoaeBoMm TpoMOo3e HIIB wiun
ipu komrpeccu HIIB onyxomnbio v yBeITMUYEHHBIMU
TUM(pATUYECKUMU y3JIaMHU.

* AprepuanbHasi TUIIEPTOHUS




[TapaHeornacTUyeCKUe CUHIPOMBI.
*TIOBBILIIEHHOE JIABJICHUE;
*KAXEKCHUS;

*CHUKECHUE MACCHI TEJIA;
*JINXOPAJKA;

*HEUPOMHUOIIATUSA;

* aMUJIOU03;

» noBblleHHas COD;

* aHEeMUSL;

* HapyIIeHUs (PYHKIIUU IICYCHHU;
*TUIICPKAIBIIUEMMUS,

® ITIOJIMIIUTCMUA




CHUMIITOMBI METACTATHYECKOI'0 3200/1eBaHU S

* 0OJIU B KOCTIX




\ Y4

¢ IIATOJIOTHYCCKHHU IICPCIIOM

¢ KOMIIPCCCHsA CIIMHHOI'O MO3I'd




* KalllCJib, KPOBOXAPKAHbBC




Criacibo 32 BHINARY e'



