OcobeHHOoCTH
OWarHOCTUKU U NIEYEHUS
H3O )X npu cuHgpome

dooH Xunnens - JlIuHpay

Eropos B.U, MeTtpos P.B.

lopoackas KnuHu4eckasi GonbHULa UM 6patbeB BaxpylwmHbix, Mocksa




[Moyemy Ba*KHO 3HATb 0 cMHAPOoMe doH Xunnena Jinngay?

CpenHuii Bo3pacT NosABNEeHUs CUMNTOMOB COCTOSIHME 30POBbS

23 \

CpeaHuin Bo3pacT NOCTaHOBKM AmnarHosa Mo HabntogeHnem Bcero

32

14%

vhl.org/about/resources/vhl-facts/



2
Cungpom ¢oH Xunnens — Jinsaay (VHL) =

femaHrnobnactomol [emaHrnoobnactombl 84%
CeTyaTKu 74% LIHC
JHA0NMMPATUYECKOTO

0 L
MeLKa cpegHero yxa 15% w7 LinctageHombl 58%

deoxpomouutombl 16%

HEO MK 15%
CBeTNIOKNEeTOYHbIN

paK NMo4Ku 30% LinctageHombl

N

NPMAaTKOB 25%

Latif, et al. 1993



MyTaunmn VHL-reHa cynpeccopa onyxoneu

543

N

p.S65 p.S80 pP86 p.G93 pY98 p.RIO7 plL118 pFi36 p.L163 pV166 p.R167

3 3K30H / KogoHbl 161 / 167 - ropsiyasl To4Ka MMUCCEHC

MyTaLuW, KOTOPblEe NPUBOAAT K HAKOMeHMo bernka /pocTy
Latif, et al. 1993



HenpoaHaoKkpuHHble onyxonun MK npu VHL

1 % cpegun Bcex HEO XK

|

BeccumMmnTOMHbIE

MHOXeCTBEHHbIE

MeTtacTtasbl 20%

.

Erlic, et al. 2010, Thakker et al. 2014



IlnarHocTukKa

*  JNoKalrim3auun4d I'IGpBVI‘-IHOI7I onyxorsu

KT
 (O0bsa3aTenbHO 2 nocrnenoBaTenbHbIX UCCNegoBaHUS

* OTNYNTb KUCTO3HbIE OT COJINOHbIX
* MTC B lNe4vYeHb

KT + MPT

XpomorpaHuH + ManoadgdektnseH ans nepsUYHON OANarHoOCTUKN
A* * HabnwogeHne nocne pe3ekumnn

* HeybeguTenbHble AaHHble APYrnX METOO0B
QYC * HEenepeHOCUMOCTb KOHTpacTa
*  HeobxoAMMOCTb NMYHKLINK

Weisbrod,et al. 2014*, Keutgen, et al. 2016



dyHKUMOHaNnbHaA Busyanmsauma HI0 MK npmn VHL

MeTtacTasbl + +
cN+ + +
MVIKpOI;VICTOH3IIE-I(b)Ie CUA SUV . 4.2 -
Gl - ++
G2 (ki 67<10) - [ ++ ]
G2 (ki 67>10) + +
G3 (npaxm:s%:f) BCTpedaeTcs ot i}

Keutgen, et al. 2016, Tirosh, et al. 2018



Puck metacrasmnposaHuna H30 MK npu VHL

Kputepum Boicokun CpeoHnn  HU3KUK
Pasmep onyxonu, cm > 3 2-3 <2
Y4yacTok myTauun reHa 3 1.9 1-2
(3K30H)
Bpema yoBoeHus < 500

obbema onyxonu, OHU

Blansfield, et al. 2007



[TOKa3aHMA K XUPYPrmYecKomMy Ne4EeHUIO0

e pasMep =2=2CM - TOfioBKa

>3 CcM - Teno

* bbICcTpbIK pocT (Bpemsi yaBoeHUa obbema onyxonm) < 500 gHen

* Mogo3peHne Ha MeTacTasbl B permoHarnbHble Ny

ObsizaTenbHOe codeTaHue 2 x kputepues !!!

Keutgen, et al. 2016



Ob6bvem onepaunm

rosioBka: 9Hykneauua / AP

* Teno/XBOCT. 3HyKneauwus / guctanbHaga / ueHTpanbHasa pe3ekuus

* peakue cnyvan MHOXeCTBEHHbIX onyxonen: TI43

« onyxonu < 1.5 cm, BbISIBIIEHHbIE BO BPEMS Onepauun, He yaansTb

+ per. nMMdageHIKTOMUSA

Keutgen, et al. 2016



Pesn3na n pononHeHmne pekomeHgauum 2017 -2018

/HaLI,I/IOHaJ'IbeIVI NpOTUBOpPAaKoBbLIN MHCTUTYT, beTteana, CLLUA \
«Natural History and Management of Pancreatic Lesions in
Von Hippel-Lindau Disease» NCT00062166

NPOCNEeKTUBHOE KOropTHOE

2003 — 2017

&340 nayneHToB ¢ HEO K /

Tirosh, et al. 2017




MeXXKOHTUHeHTaNbHOoe MHOIoueHTpPOBOE PETPOCNEKTUBHOE NUCCeJ0BaHUNE

& NCBI  Resources (¥ How To ¥

PublMed .. PubMed

US Mational Library of Medicine
Mational Institutes of Health Advanced

Endocr Relat Cancer. 2018 May 10. pii: ERC-18-0100. doi: 10.1530/ERC-18-0100. [Epub ahead of print]

Preventive medicine for von Hippel-Lindau disease-associated pancreatic neuroendocrine
tumors.

Krauss T1; Ferrara AME_. Links TF'3, Wellner U‘l, Bancos I5, Kvachenyﬁa, Villar Gémez de Las Heras K?; Yukina MB, Petrov Rg, Bullivant Gm, von Duecker
L1 Jadhav 5512, Ploeckinger U1, Welin S14, Schalin-Jantti C1°, Gimm 018, Pfeifer 17, Ngeow J18, Hasse-Lazar K19, Sanso G2%, @i xP?2! Ugurlu U22,
Diaz RE23 Wohllk N%4, Peczkowska M2, Aberle J28. | ourenco D27, Pereira MAZ®, Fragoso MCBV2? Hoff AO3?, Almeida MQ?!, Viclante AHD32, Quidute
@33; Zha|1g;34__ Recasens F-3135; Robles Diaz I_3E", Kunavisarut T37, Wannachalee T33, Sirinvaravong§39, Jonasch an: Grozinsky-Glasberg§41__ Fraenkel
42, Beltsevich D3 Egorov VI**, Bausch D#°, Schott M#€, Tiling N4, Pennelli G#8, Zschiedrich %, Darr R%0, Ruf J51 Denecke T°2, Link KH®3, Zovato S5,
von Dobschuetz E55, Yaremchuk 555; Amthauer HST, Makayg53, Patocs ASS, Walz I‘\-'IKE'”; Huber TE!E”, Seufert Jﬁzi Hellman P53, Kim RH64, Kut:hir'mk&:}..'a\_EBs

Schiavi FGG, IMalinoc A‘S?; Reisch NBB, Jarzab 859, Barontini M-m; Januszewicz A_”, Shah N72; ‘r‘ounqﬂn. Opaocher GN, @gg?'f*, Neumann HPHTG, Bausch
E??.

PykoBoacTteo — YHusepcuteTt ®panbdypr

2330 naunenTtoB ¢ VHL, 273 nauuentoB c HEO K

Krauss, et al 2018



CpaBHeHMe npeaBapuUTe/ibHbIX Pe3yNbTaToB

betesna dpanbdypr
N, H3O XK 175 273
n, onepvpoBaHO NaLneHTOB 29 117

Puck metactasnpoBaHus
Bbiwe B 8.8
MUCCEHC / MyTauma B 3 9K30HE

Tirosh, et al. 2017, Krauss, et al 2018



[ToKa3aHMA K onepaumnmn

bete3na

>3

<500

Pa3mepbl onyxonu, cm

Bpems yoBoeHna obbema

ONyXonu, OHW

dpandypr

>2,5

<730




NauuneHTbl ¢ VHL. CobcTBEHHbIN OMNbIT

noa HabngeHnem

@ nepeHecnn XMpypruyeckoe nevyeHme

C nopaxeHnem xeries3bl

onepupoBaHbl Ha NOAXKENyOoo4YHOU Xenese



XapaKTepuUcTuka nauneHToB

ONET SCA

n ) 1
M /XK 3/2 /1
BospactT, nert 32 (29 - 51)

MepgunaHa HabntogeHna go onepauun, mec 23 (12 - 37)



CTporue nokasaHuA K onepaunu

pa3mep onyxonu, MM

BpemMsa V*2 onyxonu, OHU

MuncceHc Mytaumnsa(161/167) / 3 ak30H

ONET

34 (15 - 60)

310 (224-1226)



Pe3ynbTtaThl

OcnoXxHeHud, n
brnoxnmmnyeckoe ncreveHue
[TaHKpeaTnyeckaa couctyna B
KnweyHoe KpoBoTeyeHume / cMepTb

MeaunaHa HabnogeHus nocre onepawum

26(12 — 37)



[MaymeHTKa 51r

5 H30 noaxKenyao4yHoOW Kenesbi

QeoxpomoumnToma eMHCTBEHHOIO /1IeBOr0 Hajno4yeyHuKa

PaHee - ynaneHue remaHrMo6/1actom CNMUHHOTO M rONIOBHOTO MO3ra, paguoTepanua CTBO/A
rOI0BHOrO MO3ra, yAaneHue npaBoro HagnoyeyHuka (Pheo)

PeoxpomoumnToma

¥
ha

H3O ronoBku n xsocta K




LleHTpcoxpaHAoLWwan pesekuma NoaKenyao4yHom Kenesbl ¢
COXpPaHEHMEM CEeNEe3EHKU U Yyaa/IeHUE N1EBOrO HaANoO4YeYHUKa

Fancre

CoxpaHeHune LueHTpanbHOou
yactn K

N Cerie3eHKu

Beinncana, pabotaet




[TaymeHTKa 33 1

3 Helpo3HAOKPUHHLIX onyxonu MK Ha doHe TOTaNbHOTO NMOPaXKEeHUA Kenesbl CePO3HbIMU LUMCTaZeHOMaMMU
3 ®oKyca paka npaBoOW MOYKU

2 doKyca paKa /1eBOM MOYKK

5 KUCT — MNMPEAPAKOB MOYKU

deoxpomoUUTOMa NEBOT0 HaAMNoYeyHUKa PaHee — ynaneHune remaHrno61actombl ro/I0BHOrO Mo3ra

PEOXPOMOLIUTOMA

2 paka neBoM NOYKU

f- 4

3 paka npaBo# NMOYKu




10 onyxoneun pasnn4YHOMN NOKann3aumnm

YoaneHue Tena u xsocta DK ¢ pesekunen
Ccene3eHOYHbIX COCYQ0B U COXpaHEHUEM CENEe3eHKN

+ CTeHTHpOBaHKe racTDOAVOAEeHANLHON apTepui

YaaneHue neBoro Hagno4ve4yHuka

TpownHag pe3ekLnsd npaBomn NoYKn

[1BOMHag pe3eKkumnd NneBomn noYkn




[MauneHT 29

3 H3O ronosku MXK: 6bicTpbit pocT ( TVDT 3664), 6onbwmne pasmepsl (23, 17, 8), 3 9K30H

* PaHee yoaneHbl npaBagd rno4ka, neBbIn HAAMNOYEYHUK, reMaHrnobacTomMmbl CTBOSA rOSIOBHOIO

Moa3ra, ny4yesas Tepanus Ha LIHC |, nasepHas koarynsums cetyaTtk




v 24
ToTanbHOE yaasnieHne roN0BKU NOAXKEeNYA0YHOM Kenesbl .
C COXpaHeHMeM ABEeHaALUATUNEPCTHOM KULLIKMK

« JXuposaga guctpocus xxenesbl.
NHTpaonepaumoHHoe obecyxaeHne
TOTanbHOW NaHKPeaT3aKTOMUMU

» PaspeneHue neternb, Hapy>xHoe
apenunposanue MMM

*  BHyTpuKMLLEYHOE KPOBOTEYEHNE N3
NOAXKENy404YHOM Xenesbl BCreacTaune
Npope3blBaHMs LLBOB

«  Okctmpnaumsa Kynetn MK yepes 12

4acoB

CwmepTb o1 CINOH yepes 10 cyTok




PANCREATIC CLUB RUSSIA

—

O yem HY>XHO NOMHUTb

XUpYprnsa — OCHOBHOWN MeTo[ Jied4eHNA HacneacTBEHHbIX
OMNyXoneBblX CUHAPOMOB U cCMHAPOMA POoH Xunnengd-
JNlnHpay

[Mpw NpaBUNbHOM NOAXOAE K ANArHOCTUKE N NeYEeHUIo

nauueHTbl ¢ VHL XUBYT CTONbKO Xe, CKOJIbKO
OoOblYHbIE nau

BmeluaTenbcTBa Ha NOAXENYA04YHOW Kerese — XUpyprus
KpalHe BbicoKkoro pucka. OcHoBaHWe Ans onepauum — cTporune
NMokasaHus 1 pelleHne MynsTUANCUUNIIMHAPHOIro KOHCUInyma



PANCREATIC CLUB RUSSIA

Cnacunbo
33 BHUMaAHUe

ErOPOB
Bauyecnas UBaHOBUY

8 926 735-95-11
egorov12333@gmail.com
http://egorov.sci-med.ru

BE/IbLLEBUY

OAmutpuii lfepmaHoBUY
8916 672-98-30
belts67@gmail.com

VON HIPPEL-LINDAU AWARENESS

NETPOB

PomaH BanepbeBuy
8926 154-03-03
petrovroman80@gmail.com




