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BUlMoma. CuHgpom
BepHepa-MoppucoHa.
WDHA-CUHAPOM.

Cnyukas EkaTepmnHa AnekcaHgpoBHa, rpynna 1.4.23a.



annaemMmuornorus

HenpoaHOoOKPUHHbIE ONYyXOnun —
BblcokoanddepeHUnpoBaHHbIe HeoMnasum,
pasBuMBaroLLmecd N3 HeMPOIHOOKPMHHbLIX KITETOK.

« Yactora H3O cocTtaBnseTt 2-5 cny4daes Ha 100 000
HacereHus B rof.

* Cpeagn HOO XKKT 70-80% COCTaBMAKOT OMyXOonu
nog)Xenyao4YHou xenessbl.



annaemMmuornorus

NMaHkpeaTnyeckmne HI0 npencrasnsoT cobon
reTepOreHHyo rpynny anutTenmanbHbIX 3NoKavyeCTBEHHbIX
HOBOODpa3oBaHU, KOTOPbIE pa3BMUBAOTCS U3
HEMPOIHOOKPMHHBIX KNETOK NoaKenyao4HOW Xernesbl.

« CoctaBnsawT 2-5% oT obuiero 4Yncna onyxonen MK,

« YacTtoTa pa3Butua meHee 1 cny4vas Ha 100 000
HaceneHusa B rog.

« He obHapyXuBatoT pasnnyuni B YacToTe pasBUTUS B
3aBMUCUMOCTM OT nona.

* [1nk 3aboneBaemocTu 30-60 nerT.



annaemMmuornorus

NMNaHH30
4 / »
HedyHKUunoHupyrouwme PyHKUMOHUpYHOLLHME
OMyxonu cocTtaBnatoT boree  (cMHAapoMarnbHbIe)
60% o1 Bce HOO XK. Oonyxosnu:

* WHCYNUHOMbI;
* racTpUHOMBbI;
* [NOKAroHOMblI;
 BUlombl n gp.



IOTUONOrMA U natToreHes

B ocHOBe natoreHesa neXxmT HakonsfieHne coMmaTu4ecknx
MyTaLlMVI B OHKOreHax h aHTMoHKOreHax.

ObHapyxmnBatoTcs

« [Oerneumm y4acTkoB XpOMOCOM,

* METUNMPOBaAHME PErynsaTopHbIX obrnacTen reHoma,
* aHOManum 3KCNpPeCccumn reHos.

Kak npaBnno myTtaunm HOCAT cnopagnyeckun Xxapakrep.



IOTUONOrMA U natToreHes

[TogaBnsoLwaa YacTb reHOMHbIX 4edEKTOB HE NPOSABIAET
Kakon-nmbo cneymdounyHoOCTN.

B 10-20 % cnyyaes [TaHH3O accoumnpoBaHbi C
reHeTUYeCKn JeTepMUHUPOBAHHLIMU HacneaCcTBEHHbIMU
CUHOPOMaMMU:

* MHOXECTBEHHAas SHOOKPMHHAs Heornasua NepBoro Tmna
(MOH-I),

e cuHgpom [unnena-JinHaay,

* HenpodmbpomaTos NepBoro Tuna,

* TyOEpPO3HbLIN CKITEPO3,

* [TIIOKAroHKNeTo4Hasi agucnnasmns n Heornnasus.



IOTUONOrMA U natToreHes

[Onsa MNMNaHH3O xapakTepHbl MyTaunm

e reHoB MEN I, DAXX 1 ATRX (reH MOH-I koanpyeTt 6enok,

y4YacTBYHOLUN B perynauum LenoCTHOCTUN KNEeTOYHOro
reHoma),

* T€HOB CUrHanbHoro Nyt mTOR TSC2, PTEN u PIK3CA,

* [EHOB, BOBIEYEHHbIX B KNETOYHbIN LMKI, TaKUX Kak TP53,
RB1 1 CDKN2A (p16).



annaemMmuornorus

BUlNoma— onyxonb nogpkenyno4Hom xenesbl, KoTopas
npoayumnpyeT BasoakTUBHbLIM MHTECTUHASTbHLIN NenTua
(BUIT). CocTtaBnaeT okono 5 % Bcex PyHKUNOHMPYHOLLMNX
[TaHH3O.

C yacTtoTomn BCcTpeyaemocTu 1 criydam Ha 10 000 000
HaceneHus B rof.

* 95% BU/Il'lom BCcTpeyatoTca B conutapHoun popme.
Y B3pOCIbIX Yallle pa3BmBatoTcs Ha 40 rogy XXU3Hu.

« Y neten gMarHo3 cTaBUTCANPENMYLLECTBEHHO OT 2 A0 4
ner.

e COOTHOLUEHME MY>KYUH W XKEHLIMH 1:3.

* 25% onyxornewn pacnonararTcs B rofioBke
noaKenyno4vHom xenesbl, 75% B Terie N XBOCTe.

3BeCTHbI criyvyan HoBoobpa3oBaHMsi B DpOHXax, TONCTOMN
KULLKEe, NeYeHn, CuMnaTUYeCKnX HepBHbIX raHrmnsax,
rmnodounse v WMTOBNOHOW Xenese.



BUI

Ba30aKTUMBHbIN MHTECTUHANbHbIN (NONN)
nenTug v Ba3oMHTeCTUHaNbHbIN nonunenTug (BUIM) —
HenponenTUaHbIM TOPMOH N3 CEMENCTBA CEKPETUHA.

B XKT BUI'1 cekpeTtnpyetcsa D1(H)-kneTkamu, pacnonaratoLnxca B
ocTpoBKax JlaHrepraHca nogxenyanodHou xenesbl, B XXenyake, ToNCTou
N TOHKOW KULLIKE.

« OO6napaert BblipaXXeHHbIM paccrnabnsarwmm JeNCTBUEM Ha rnagkme
MbILLLbI KpOBEHOCHbIX cocynoB u XKKT.

e YcuUnmBaeT KULLEYHYIO CEeKpeLUIo.

* YBenuuymBaeT KOSIMYECTBO BblAeNAeMbIX MaHKpeaTn4eCcKnx
doepmMeHTOB.

* Ycunueaet cekpeunto bukapboHaToB NOAXKeNyao4HOW Xenes3omn

* TOPMO3UT CEKPELMIO CONMAHOWN KUCNOTbI 06KNaao4YHbIMU KNETKaMu
xenyaka.

e CTUMYNUPYET CEKPELMIO NENCUHOrEHa rrnaBHbIMM KNETKaMu
Xenyaka.



KnuHnyeckasa KapTuHa

Hanbonee xapakTepHbIM KITMHUYECKUM MPU3HAKOM
ABNAeTCA ceKpeTopHaa anapen (54,5%) 0o 3 NnUTpoB B
OeHb, be3 cTeatopen, CoXpaHsaLLasiCa BO BPpEMS
ronogaHnst U ConpoBoOXaarLlasicCa runokanuemMmmen (45,6%)
n axnopruapvemu (42,4%) (WDHA-cnHOgpom).

[pyrue npusHakm YpeamepHoro Bbiaenenmna BUI skntovatoT
rmneprinmkemMuio (20-50%), rmnepkanbuuemMmio (25-50%),
rmnoxnopruapuio (20-50%) n rmnepemutio (15-30%).

[ononHutenbHble NpusHaku BUTNomMbl BKNOYAOT KOXHYHO
CbiNb, B3A4YyTHUE XXUBOTA, TOLLHOTY, PBOTY, BAJNIOCTb U
CHUXXeHue Beca.



laToreHes

Mnepnpoaykuusi 1 BblpaboTka npocTarnaHanHoB

OMyXOrnbto [,
rmnepemMm
aKkTMBauus 5 .
NHrMbupyoLne gencTene
aAeHUnaTLMKNassl JTMKOreHonMTYecKkoe
o6pasoBaHme Ha NnapueTanbHble KNeTK 5
. OencTemne
UAM® | |
CHUXeHne
yBENWHEHNE BEIBEACHWA 1 BbIPaBGOTKM COMSHOVA rMneprivkeMm
nogasneHne peadbcopbunm KUCHOTI q
HaTpu1s, Kanusi, XOpuaoB 1 BoAbl B axropruapu
KULLEYHNKe q |
CEKPETOPHas ManbAUrecTm
avapest q |
9NEKTPOSIUTHbIE
BSNOCTb,
HapyLUeHUs
—— cHMXSHKe
noTeps rmnokanmemm I'I/II'%%&II:LI,I/IGMVIH,
6I/IKa£gOH/aTOB a- rmnepmMmarHmemMus
MeTabonnyeckn  mbllledyHas cnabocTb,
N aungos BAMbIN Napanuy,

HapyLLUeHWe ObiXaHus



IInarHocTuka

Cpe,u,Hee BpeMA OT NpoABJiIEHUA CUMITTOMOB A0 NMNOCTAHOBKU
OKOHYaTesribHOro gMarHo3a cocraBndeT >15 MecqaueB.

1-1 CTYNeHb — aHaMHe3, XapakTepHasi KnuHu4veckas
KapTuUHa, dunankanbHoe obcrnegoBaHue:

* ceKkpeTopHasa anapesi oo bemom >700 Mr/OeHb,
COXpaHALWascs Npu ronogaHnun.

2-91 CTyneHb — nabopaTtopHas AuarHocTuKa:
e XpOMOrpaHuH A;

* MaHKpeaTu4yecknn nonunenTuna;

 BUI'1 B CbiBOpPOTKE KpPOBMW.



IInarHocTuka

3-4 CTYNeéHb — UHCTPYMeHTarnbHada AnarHoCcTuka:

Y3W, B T.4. aHaockonunyeckoe Y3WU;

KT ¢ KOHTpaCTHbIM ycuneHnem ans snsyanmsaunm
BW/Iom bonee 3 cMm. B AgnameTpe, YyBCTBUTENBLHOCTb 80%;

MPT c KOHTpacCTHbIM yCuUneHnem gns susyanmaaunm
BU/l'om oo 1 cm. B gnameTtpe, YyBCTBUTENbHOCTb 85%;

[N3T-KT c rannuem-68 obnagaet 97%
4YyBCTBUTENLHOCTLIO Ans BbianeHuda B/lNom;

CUMHTUIpadms ¢ NpUMEHEHNEM paguOMEYEHHOTO
aHanora comatocTaTuHa OKTpeoTuaa UM naHpeotunaa
ONs BbIABNEHNS METacTa30B.

4-9 cTyneHb — Mopdoriornyeckoe nsyyeHne TkaHeu
onyXxonu n UMMYHOTMCTOXMMUNYECKOE UccnegoBaHue.



JleueHue

VIPoma

Localized
disease

<2 cm/
asymptomatic

Surgery:

Enucleation+
peripancreatic
lymph node
dissection;

Distal
pancreaticoduoden
ectomy with
regional lymph
nodes;
Surveillance

>2 cm/
symptomatic

Surgery:

* Pancreaticoduode
nectomy+
regional lymph
node dissection;

* Distal
pancreatectomy+
splenectomy with
regional lymph
nodes dissection

| Metastatic
disease
Surgery Radiation

therapy
Complete Peptide receptor
resection: primary radionuclide
tumour+ therapy
metastases

Medical treatment

Control of tumour growth:

* Somatostatin analogues
(octreotide, lanreotide,
pasireotide); molecular targeted
treatment (everolimus,
sunitinib, sorafenib, pazopanib,
axitinib, surafitinib,
temisirolimus, bevacizumab,
etc.);

* Chemotherapy (5-fluorouracil,
oxaliplatin, capecitabine,
temozolomide, and
streptozocin).

Symptoms-

directed therapy:

* Hydration;

* Somatostatin

analogues;

e Glucose control

Liver-directed
therapy

Surgical resection;

* Ablation
(radiofrequency
ablation,
cryoablation);

* Liver transarterial
chemoembolization;

« Liver transplantation



[lporaHos

CpeaHsa NpogomKUTENBbHOCTb XN3HU NALMEHTOB C
BUlMomon cocTaBnseT 96 mecsLeB.

HebnaronpuaTHble NporHocTuveckmne dakTopsl:
* BO3pacT <40 net n >60 nerT,
e pasmep onyxonu >4 cM B AUaMeTpeE,

* OTCYTCTBME KOPPEKLNU BOOHO-3MEKTPONUTHOIO 6anaHca
N KNCNOTHO-LLENO0YHOro paBHOBECHUS],

* KpUTUYECKas MeTacTaTmveckasa cutyaums
* HeornepaberibHOCTb ONyXOsn.
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