HenpoaHAOKPUHHbLIE ONYXOSU
XKT n noaxenyno4vHowm xene3sbl:
AVNarHocTukKa v neyeHue




HenpoaHOOKpMHHbIE onyxonu: obwue
npepncraBneHus’

 HewnpoaHpaokpuHHblie onyxonu (H90)- reteporeHHas rpynna
pa3nnYHbIX MO JIoKanuM3auum, xapaktepy pocrta v KIIMHN4YeCKoU
CUMMTOMATUKE ONyXoneu, NPonMcxoasLmnx us HeMPOIHAOKPUHHbIX
KNMeTOK U, COOTBETCTBEHHO, MMEKLLUX CXOAHbIEe LUTOrIornyecKkme
XapaKTepPUCTUKHN

 HeWpo3HOOKPUHHLIE KNETKU, Nnpoayunpyrowme
raCTPOMHTECTUHASNbHbIE PeryraTopHblé FOPMOHbLI, paccesiHbl B
CITIU3NCTON OOOSIO0UKe Xenyao4YHO-KULLIEeYHOro Tpakrta u B
3HAOOKPUHHbIX OCTPOBKaX NOAXenyao4YHOMN Xerne3bl.

Receptor

1. FopbyHoBa B.A. HelipoaHaokpuHHbIe onyxonu. O6Lme npuHUMnbl AMarHocTuku n nevenns. 3. Jom Kogekec 2015 r.



KonnyecTBO NauueHTOB pacTeT KaxAabin ropa,!

KonnyecTBo NnauneHTOB pacTeT KaXablv rog, B CBA3W C ynyylleHMeM KavyecTBa
anarHocTtukn (SEER)
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+ 3aboneBaeMocTb U pacnpocTpaHeHHocTb HOO yBenuymnack NpUMEpHO Ha
500% 3a nocnegHue 30 fneT, 4TO oTYacTN OBYCMOBMEHO yNy4lUEeHNneM
ANarHoCTUKK

ExeroaHas BCTpeyaeMoCTb HEMPOIHAOKPUHHBIX onyxornen 1,09-5,25/100 000 (c 1973 no 2004 r.)
6a3a paHHbIX SEER

[opbyHoBa B.A. HempoaHaoKpuHHbIE onyxonu. O6Lme NpuHUMNbGI AnarHocTukn u nevenus. N3a. Jom Kogeke 2015 .



Yao J.C. n coaBT. B 2008 roaoy 6b1no
nokKa3aHo, 4Yto 3a nocnegHue 30 net
BbisiBNsseMocTb HOO cyuwecTtBeHHO
yBenuuyunacb. Temn pocra
3aboneBaemoctn HOO npeBbIWwaeT
aHaNornyHbIN NokKasartesnb AN BceX
3/10Ka4yeCTBEHHbIX OMNMyXOJieu.



B COOTBETCTBUU C HOBOW
knaccucpmkaumen BO3 k HOO B
HacTosiLee BpemMsa OTHOCAT Onyxonu u3
KIeTokK 3HTOAEepPManbHOIO
NPOUCXOXAEHUS: OCTPOBKMU
JlaHrepraHca nogxenynoo4yHOU Xene3bl,
HEUPOIHAOOKPUHHDbIE KNeTKU
Xenyao4yHO-KULLEeYHOro TpakTa U fierkux.



HerpodHIoKpUMHHBIE OITYX0JIU
MOI'YT BO3HUKATH B JIIOOBIX OPraHax, rie B HOpMe HMeEITCsI
YHIOKPUHHbIE KJIETKH ! :

* OpraHax nmMIEeBaApPUTEJIbLHOrO TpakTa (60,9%)
 Jerkux (27,4%) 6 cymme 88,3%)
(no oannvim SEER USA npu ananusze 6onee 35 000 HJ G

.M. et al., 2007) : P |
' J Most common sites

* mumyce % : “ /( for Carcinoid

* MOJIOUHOU JHcene3e ] R

*  WUMOBUOHOIUL Jicene3e

* noukKax

* AUYHUKAX iy, -

* npocmame _ N : ¥ D

* Kooice l \‘ N ooy sl

Appendix — | : s

u opy2ux opzanax

\—Rectum

ks

1. Aaron I.V. Vinik et al, Neuroendocrine tumors. A comprehensive guide to diagnosis and management. Hgnd’gook, Inter Science Institlite, 2012
v ‘A £ 2004 Amarican Society of Cinical Oncology



Knaccudmkauma H3O B 3aBMCUMOCTH OT IMOPUOHANIbLHOIO
pa3BuUTUA L

HOO nepegHen KULLKWN:
Jlerkue, 6poHXKN, TUMYC, XenyaokK, noaxenyano4vHas xernesa, BepxHsaa yactb ANK

OTtcyTtcTBUE/ HU3KAA CeKpeTOpHas aKTUBHOCTb
YacTto - mytauusa MOH-1 n usmeHeHunsa 11 xpomocombli

HO0O cpeaHen KULLKWU:

HuxHaa vyactb AlNK, ToHKas n cnenas, anneHAuKC, Bocxoasllaa oo6oao4Has,
npoKcumarsbHble 2/3 nonepe4YyHo-060404YHON KULLKN

YacTo -KapuMHOUAHbLIA CUHAPOM

HOO 3agHen KULWIKK:
I'Ionepequ—OGOp,quaﬂ, HUucxoasiias O6OAO'—IHaﬂ, curmoBmnaHasa U npsasMasd KULIKa

4yacTo-0ecCCUMNTOMHbIE

B npeagenax noarpynn H3O xapaktepu3syloTca pa3fiMiyHbIM Te4YEHMEM, YTO CBAI3AHO C
UX rMCTOreHe3oM U onpegensieT TaKTUKY NeYeHuUs

1. Aaron I.V. Vinik et al, Neuroendocrine tumors. A comprehensive guide to diagnosis and management. Hand book, Inter Science Institute, 2012



XapakTepucTuka onyxorsneu
nog)xenyao4YHou xenesbl No

3JIOKA4eCTBEeHHOCTMH
Tvun onyxonu 3N0Ka4YeCTBEHHOCTb
racTpuHoma 50-80%
rnioKaroHoma 60%
BUNoOMa 50%
comartoctatuHoma |>90%
WHCYyNMMHOMa 5-16




B HacTosiwee Bpema koHuenuua ANY[-
CUCTEeMbI Npu3HaHa HECOCTOATESNIbHOM.
AHanorus mexay HeupoHamMmu u
3HOOKPUHHbLIMM KNeTKamMu coxpaHuracb
B TepMUHE HENPOIHAOKPUHHbLIE
onyxonwu Ctano n3BecTHO, 4YTO
AllTYL1l-KkneTKkn He NPOUCXOAAT U3 KrNeTokK
HepPBHOro rpebewka aMOpnoHa



TACTEPO-OHTEPO-

NAHKPEATUYECKAS (GEP)
9HOOKPUHHAS CUCTEMA

Tvn OcHoBHan OcHoOBHbIE
KNEeTOK | NoKanusauuna npoayuupyemMmbie
BelleCTBa
D Menynok, TOHKan KMLUKa, ComatocTtatuH (SRIF)
noapxkenyaovHan xenesa
D1 CocynoakTMBHbLIN
kuweuHbIn nentva (VIP)
EC enynok, TOHKan KuwKa, CyGcTaHuun P
noopkenyaovYHan xenesa CepoToHMH (5 HT)
ECL Xenyaok CepoTOHUH
fmcramun

HDodhamun (?)




G Menynok FacTpuH
SHKedhanuH
SHAopPthuH
J ToHKan kMwKka XoneuucroknHuH (CCK)
K ToHKan Knwka FMoko303aBUCUMbIN
WHCYNUHOTPpOoNHLIK nentug (GIP)
L-EG ToHkan u Toncran FmoxaroHonoao6HbLIN
KMLLKa WMMYHOPEaKTUBHLIA NenTua
(GLI)
Mo ToHKan kMwKka MoTtunun
CepOoTOHUH
N ToHkan Knwka HenpoTeH3nn

enynok, ToHkan
KMLWKA

Bombe3nHonoao6HbLIN
(BLICBOGOXAAIOWMN FACTUH)
nenTua




S ToHkan Knwka CekpeTtun

A Nomxenynounan xxenesa | MMiokaroH
JHkeanuH
SHAOPHUHBLI

B Nomxenynounan xenesza | UHcynuH

PP NMompxenynounan xenesa | MaHnxkpeaTnueckun

nonunentua (PP)




Knaccudukauma anyaom

Noxkxanusauua | Tun onyxonu | OpTo3HAOKPUHHLIE | lMapa3HAOKPUHHBLIE
onyxonu BelwecTBa BelwecTBa
MNepennni OObLIuHO AKTT, MCT, CTT, -
runodhns aneHoma NPONaKTUH
WutoBuanan | Mepynnaphan | KanbuWTOHUH AKTT, MCT,
menesa KapuuHoma npocTarnasavA,
WHCYJUH, FacTPUH,
SRIF
Hagnoueuhukn | ®eoxpomo- | KarexonamuvHbl AKTT, ®©CT, X', BUN,
uMToMma WHCYINUH
Maparawrnun | Xemopextoma | KaTexonamuHbl AKTT, MCT,
Fanrnuonemn- KanbuuToHun, BUMN
poma
Hewnpobnac-

TOMa




BunoukoBana | Tumoma - KansuuToHuH
wenesa AKTT, MCI'
Nerxoe OscanokneTouHan |- AKTT, MCT, TTT,
KapuuHoOMa W NPONaKTUH,
KapuuHouae! WHCYNWH ¥ Ap.
Koxa Menanoma - AKTT, ®CT,
NPONaKTUH W Ap.
HKT Kapunnougwi Ceporonun | AKTI, MCT, TTT,
e nctEe Mictamuu | NPONAKTUH,
nenesa WHCYNWH W ap.
OcTpoBku FacTpuHoma - CeKkpeTuH, HeNPOTEH3UH,
nomKenynoYHon | AKTIr-oma - AHTUANYPETUYECKUNNA
xXene3lbl Vll-lcynuuoma MHcyﬂMH FrOpMOH, KanbUWUTOHUH,
OKCUTOLMH M APp.
FnokaroHoma FnokaroH
VIP-oma PP-oma PP VIP
Xenynok FacrpuHoma FacTpuH AKTT v ap.
ToHkan xmuka | gRIF-oMa SRIF




B ocHoBy mopdonornyeckon Krnaccudpukauum
HO0 B HacTosiuiee BpemMs MOJSIOXKeHa CTeneHb
nponudepaTMBHOU aKTUBHOCTU OMYXOJIMU.

B 2006 n 2007rr EBponenckum oOLecTBOM NO
nsydyeHnro HIO (ENETS) 6bino npeanoxeHo
U3MepATb ITOT NoKasaTesib MO YUCIY KNEeTOK,
KOTOpble CBA3afiIuCb C MWMMYHOJIOTMYECKUM
MapKkepom Ki67.

2010r. onpepeneHune wuvHAekca Ki67 sABnseTtcs
obs3aTesfibHbIM MNpU  U3y4YeHUMM  OBuoncuwu
MeTacTa30B U ManeHbKNX obpa3uoB TKaHeMu.

UHpekc Ki67 — 4yucno CBA3aHHbIX C
MUMMYHOJIOTMYECKUM MapKepomM KnetoK Ha 100
KNeTOK onyXonu.



Knaccudmkauma ENETS* 2010 ana HO0
nuuieBapuTesibHOro Tpakra‘!

[ToTeHunan 3nokayeCcTBEHHOCTU OnpenendeTcs Ha OCHOBE
MOPOSIorMn U UMMYHOTMCTOXMMNN: AN depeHLNPOBKA U

nponudepauns (rpagaumnsa — Grade)

MUTOTUYECKUN UHOEKC _
[ pagaums . Ki-67 (%)
(10 MN3BY)
NET G1 <2 <2
NET G2 2-20 3-20
NEC G3 >20 >20

*10 MN3BY: none 3peHus Npu 60nbLLIOM yBENMYEHUN= 2MM?, He MeHee 40 nonen, OLeHEHHbIX B 0b6nacTsx
HanbonbLIeNn MUTOTUYECKON NITIOTHOCTU

1. Rindi et al 2012 JNCI

*ENETS-EBponenckoe obLiectso no nsydeHno H30




Grade(rpeuna) onyxonu BNMseT Ha KYMYJATUBHYHO
BbIXKUBAa€MOCTb !
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1.l'opbyHoBa B.A. HelipoaHgokpuHHble onyxonu. O6Lwue npvHumnbl AnarHocTukn n nedenus. Msg. Jom Kogekec 2015 r.



[na nocTtaHOBKWU AnarHo3a v onpeaesneHus
TaKTUKN NeYeHnss HeobxoanmMo ! :

v T'ncTtonoruyeckoe nccnegoBaHue

v UMmyHorucrtoxumm4yeckoe uccrnepgosaHue (UIrX)
onpeneneHne cTeneHn 3N10Ka4eCTBEHHOCTU Mo
nponudepatuBHomMy nHaekcy Ki-67

v UccnepoBaHue cneundpmnveckux MapKkepoB: CEPOTOHMH, 5-
OUNYK, xpomorpaHuH A, ractpuH, AKTI v ap.

v UHCTpyMeHTanbHasa oueHKa UCTUHHOMN PacnpoCTPaHEHHOCTHU
npouecca (KT, MPT, OkTpeockaH)

v OnpepgeneHue 3KCNpeccum peLenTopoB coMmaTocTaTMHa
SSTR1-5 B onyxonu (UI'X, cumHTUrpacpmna ¢ MeyeHbIM
OKTPeoTUAOoM)

[opbyHoBa B.A. HempoaHaoKpuHHbIE onyxonu. O6Lme NpuHUMNbGI AnarHocTukn u nevenus. N3a. Jom Kogeke 2015 .



H30/KapunHoua,. KnetouHbit ummyHodpeHotUn

XpomorpaHuH A (CgA)

Onpegenserca B rpaHynax 6onblIMHCTBA
H30 (~¥90%), Kak GYHKLMOHUPYIOLWMX, TaK
M HedyHKUMOHMpYyOWMX. CgA MOXKeT He
onpegenartbca B Hekotopbix H3O Toncrowm
KMILKU M anneHguKca, KoTopble MUCXOAHO
CeKpeTupyroT CgB, 7] B
HusKkoagudppepeHUUPOBaAHHbIX ONYyXONAX.

CuHanrodusmH (Syn)

JKcnpeccupyeTca He3aBMCMMO OT HaAu4usA
CeKpeTopHbiXx rpaHyn. [lomoraer npwm
mpeHTuduKayum
HuskoanuddepeHUUPOBaHHbIX ]
cogepKawmx mano rpaHyn H30, npwum
KOTOPbIX MOXEeT OTCYTCTBOBaTb 3KCnpeccus
CgA. 3JOKcnpeccMa He  orpaHuMYMBaeTcs
HeMpPO3HAOKPUHHBIMMU KNeTKaMMu.

1. lopbyHoBa B.A. HelpoaHaokpuHHbIe onyxonu. ObLive npuHUMnbI AMarHocTukK U nedenus. M3g. Jom Kogeke 2015 r.



MMmmyHoOrmcroxumumueckoe
uccnegosaHue GyHKLMOHUPYIOLLUX

n HepyHKUMOHUPpYowmux H30

calcitonin, bombesin,
insulin, glucagon,
somatostatin, gastrin,

MHcyHMH pancreatic polypeptide

¢ TOPMOHDI

(PP), vasoactive l
intestinal peptide (VIP),

+« FacTpuH

A Ja e I”1LY  adrenocorticotrophic
AKTI y hormone(ACTH),
/ serotonin, ... Hosvle:
ghrelin, cortistatin,
obestatin, secretagogin

OpraH, ®yHKUMOHaNbHbIN CTaTyC

" T ATy X

HedbyHKUMOHMPYOLWMIA TUNUYHBIN KapLUMHOUA, IETKOTO l

1.l'opbyHoBa B.A. HellipoaHaokprHHbIE onyxonu. ObLime NpvHUMIbLI AMarHoCTUkK 1 nedenus. M3g. Jom Kogeke 2015 r.



XpomorpaHuH A

H30 MoXHO AMarHoCTUpOBaThb NyTeM onpeaeneHnsl AOCTYMNMHbIX OMOrorMyecKknx
MapKepoB B CbIBOPOTKE KPOBM U MOYe Y NauueHTOB C HeonpeaeneHHbIMU
abgoMuHanNbHbIMU cuMnTOoMamu?

XpomorpaHuH A (XrA) nnasmbl KpOBU - paHHUW MapKep KapuuHOUAHbIX onyxonen':
v o 90% H30, BHe 3aBUCMMOCTU OT CUMNTOMOB, CEKPETUPYIOT XPOMOrpaHuH A

v onpepgeneHue XrA nossonseTt Nonyyntb UH(popmMauuio 0 TeHAEHLUN TeYeHuUs
GornesHu

v noBblweHne XrA B CbIBOPOTKE KPOBU MOXET YKa3biBaTb Ha BO3MOXHYK NPOrpeccuto
onyxonu

XpomorpaHuH A ucnosnb3yeTca ANS MOHUTOPUPOBAHUA TepaneBTUYECKOro oTBeTa?

Mo HekoTOpbIM AaHHbLIM XTA Goree YyBCTBUTENEH A1 OLLEHKN NPorpeccupoBaHus,
yeM MeToAabl NIy4eBOM ANArHOCTUKN (YyBCTBUTENbHOCTb 85%) 2

1.Peracchi M, Conte D, Gebbia C, et al. Eur J Endocrinol. 2003;148(1):39-43.
2. de Herder WW. Best Pract Res Clin Endocrinol Metab. 2007;21(1):33-41.



Bbicokunn 6a3anbHbIU YypoBeHb XpomMmorpaHuHa A (>2 pas3 oT
BepPXHEU rpaHnLbl HOPMbI) MPUBOAUT K CHUXKEHUIO OOLLen
BbhKnBaemocTtu?
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1. AgantupoaHo 13 Wen-Chi Chou et al. Plasma Chromogranin A a levels predict survival and tumor response in patients
with advanced gastroenteropancreatic neuroendocrine tumors, Anticancer Research 34:5661-5670(2014)



Bunoxmmuyeckue Mmapkepbl KapLMHOUAHOIrO cCUMHApPoMmal

5-rmppokcunHagonykcycHasa kucnota (5-N'YK) moum —

NPOOYKT pacnaga cepoTOHUHA
MOBbILLEHHAsA IKCKPELMs MOXET ABMATLCSA NPU3HAKOM

KapLuMHOMOHOro cMHapoma
anutenbHoe nosbieHne 5-ONYK > 75 MKMOSb/CYTKH,

YBEJIMNYNBAET BEPOATHOCTb MOopaxXeHund cepaua 1 pa3BnTnA

KBEC
NOCTOSAHHO HU3KUI ypoBeHb 5-ONYK - bonee bnaronpusaTHoe

TeyeHne KbC

CepOTOHUH nra3mbl KPOBU
v TMNepnpoayKumns MOXeT SBNATbLCS MPU3HAKOM KapLMHOWAHOIO

cvHapoma
v’ pa3BuTtusa punbposa aHagokapaa 1 KnamnaHoB

1.l'opbyHoBa B.A. HelipoaHgokpuHHble onyxonu. O6Lwue npvHumnbl AnarHocTukn n nedenus. Msg. Jom Kogekec 2015 r.



5- rmpgpokcunHaonykcycHaa kucnora (5- TMYK) !

> Onpepensietca y 84% nauueHTOB C KAPLMUHOUAHOMN ONYXOJSIbHO
B cytoyHou Mouye N=6-8Mmr/aeHb

» CKPUHUHIoBbIN MapKep

 [uHamun4yeckoe onpepeneHue

» [MoprotoBKa K NpoBeAeHUI0 aHanu3a:
3a 48 yacoB NCKNOUYUTDL:

 MpoAayKTbl (KpacHoe BUHO, aBOKaAo, Cbip, XOT OOr, LWoKoaa, BaHUNUH-coAepXKallyto
nuLy, aHaHac, KWUBWU, 6aHaHbl, MAHMOKa

» JlekapcTBeHHble npenapartbl (aueTaHUNUH, PeHaunTUH, rmuuepun ryamkonar- Bo
MHOrMx cuponax, metakap6amor, peseprnuH). Moryt ymeHbLlWNTb KOHLEHTpauuio 5-
F'MYK (renapuH, nsoHnasupg, nesogona, MHrMGUTOPLI MOHOAMMH OKCUAA3bl, METEHAMWH,
mMeTungona, eHoTUasnH, TPULMKITMYECKMEe aHTUAeNpecaHThbl)

1. Aaron I.V. Vinik et al, Neuroendocrine tumors. A comprehensive guide to diagnosis and management. Hand book, Inter Science Institute, 2012



KnuHuyeckoe obcnenosaHue. Busyanusauyumsa?

PagnounsoTtonHas cumHTUrpacpumsa ¢ aHanoramm comatocratmHa — gns
BbicokoandgdepeHuupoBaHHbix HIO

v Mo3nTpoHHO-aMUccuoHHasa Tomorpacua (MIT-OO6N) — gna
HEUPOIHAOKPUHHbLIX KAPLUHOM

(\

KT/MPT rpyaHoin, 6prolUHOW NOJSIOCTU, MNOSIOCTU Ta3a

AN

KT/MPT runocmza npu nogospeHun Ha VIGH |

(\

KT nuueBoro ckenerta npm metactatm4eckux onyxonsix 6es
BbISIBJIEHHOIrO NePBUYHOro o4ara

YnbTtpa3BykoBasi Tomorpadusa (Y3WN)
JHAaocKkonus
KancynbHasa aHgockonus

NN X X

JHOOCKONMUYecKoe yrnbTpa3ByKoBoe uccnegosaHue (3Hao-Y3W)

AXO-kapaunorpacduma (3XO-KIN-ocCHOBHON CKPUHUHIOBbLIN MET(
npuv KapumHounaHoun 6one3Hu ceppua (KbC)

1.l'opbyHoBa B.A. HelipoaHgokpuHHble onyxonu. O6Lwue npvHumnbl AnarHocTukn n nedenus. Msg. Jom Kogekec 2015 r.



KAPLIMHOUAHbLIN CUHOPOM
10-20% cocTaBnAT (PyHKUUOHUpPYOWMe onyxonut?

1963 Yunbamc & Cangnep

Foregut (~40% -

. Lunggs ( o Pancreatic NETs (~6%)

« Thymus » Gastrinoma

« Stomach + Insulinoma

- Phicica: * Glucagonoma

» First part of » Somatostatinoma
duodenum *» VIPoma

« Pancreatic polypeptidoma
» Non-functioning tumours
Midgut (~25%)
» Second part of
duodenum

« Jejunum o
» Right colon CUHapom

Hindgut (~20%)
» Tranverse, left,
sigmoid colon
* Rectum N.B. Unknown primary in ~15% of cases

1 Lawrence B et al., Endocrinol Metab Clin North Am 40:1-18, 2011
2 Yao JC, J Clin Oncol 26:3063-3072, 2008



Xota 8o 84% nauneHtoB ¢ HOO umetoT
NOBbILLIEHHbIN YPOBEHb CEPOTOHMHA B KPOBU?
TOoNbKO Yy 8% -18% nauneHToB OTMEYEHO
Hann4ne KapumHONAHOro cmHapomal-~

KapuMHongHbI CUHOPOM:
v Y 19% naumeHTOB C MeTacTa3amMu noooun

nokanusauun®
v Y 35% naumeHTOB ¢ HOO TOHKOW KMLUKMK

1. Vinik A, et al. Pancreas. 2010;39:713-734. 2. Modlin |. Gastroenterology. 2005;128:1717-1751. 3. Rorstad O. J Surg
Oncol. 2005;89:151-160. 4. Aggarwal G, et al. Cleve Clin J Med. 2008;75:849-855



« KapuumHoOngHbIW CUHAPOM NpeacTaBnseT
cob0n COBOKYNHOCTb CUMNTOMOB,
KOTOpble BO3HUKAIOT B pe3yfbTaTe
MACCUBHOIO BbICBOOOXOEHUA CEPOTOHNHA
N HenponenTnaoB HeNnocpeancTBeHHO B
CUCTEMHbIN KPOBOTOK!

« K knaccu4yeckum cMMnToMaM OTHOCHATCH:
anapes, NnpunuBbl, NopaxeHue KranaHoB
cepAua, B peAKuUx cry4anx opoHxocna3sml-

1. Modlin I, et al. Lancet Oncol. 2008;9:61-72. 2. Pasieka J, et al. Can J Surg. 2001;44:25-32. 3. Oberg K. Ann Oncol.
2010;21(suppl 7):vii72-vii80.



CumntTomblii4

Cepaue
NcToHbLUEHME U

,7 +—— Koxa

YacToTa BCTpe4YyaemMoCT CUMINTOMOB

o Cutaneous
CTEHO3 NIEro4Horo £/ flushes MuonaTuu
! |‘ Apparent Mennarpa
TPUKyCnuaanbHoro cyanosis .
KnanaHos, opaxeHue CYCTaBOB
SHAOKAPANANBHBIN | | \ et = LnaHo3
nbpos
¢pudp g Xpunbl
JIlerkune 'E OTek
Kamen; = TeneaHrnakrasum
Wheezing 3
XKKT Dyspnea Konuku
[napes MopaxeHue KkNnanaHoB cepaua
_|I<_°"V'KV' 336pI-OUJI/IHHbII/I u Ouapes
oLIHOTa
' Ta3oBbIN hnbpPO3
PBoTta (b P

1. Pasieka J, et al. Can J Surg. 2001;44:25-32.

2. Ruszniewski P, et al. Poster. ASCO. 2014 (abstr 273).
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Pa3HoobOpa3ne cMMNTOMOB, XapaKTepPHbIX AN MHOIMMUX
3aborneBaHUU U COCTOAAHUWU, MOXET 3aTPYAHATb
andcdepeHUnanbHYy0 ANArHOCTUKY!?

Hecneundunyeckne cMumntoMbl XapakTepHbl U AN KapLUHOUAHOIO CUHAPOMa

MeHonay3sa
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pasgpakeHHoro
Cumntomb KNLLEYHNKa
[NMnweBas
* MMloTnuBOCTL
anneprus
* [lpunussbl
* Anapes Arnkoronnam
* [puctynoobpasHbie
Hespos 6onu B XnBOTE
* BpoHxocnasm
e Xenyno4yHo-KuwieyHoe
KpoBOTe4YeHue
HelpoaHaoKkpHHas » 3aboneBaHuA .
Oonyxonb cepaua ernTtndyecCKkad A3Ba
AcTtma TpeBoXHOCTb

TNpeoToKCUKO3
1. Vinik A, Moattari AR. Dig Dis Sci. 1989;34(3)(suppl):14S-27S. 2. Toth-Fejel S, Pommier RF. Am J Surg. 2004;187(5):575-579.



[Mpunuebl

TunuyHble NpUNUBLI NPeACTaBAAT COO0M BHe3aNnHO BO3HUKAKOLYH HAaCbIWEeHHO

KpacHyI0 3pUTeMy BepXHeW YacTu TynoBULla, NPeuMyLLecTBEHHO nuua u wen'

BcTtpevatotca y 23% -65% nauneHToB B AebtoTe 3abonieBaHns ny
63%-78% Yy nauneHToB Npu NporpeccnpoBaHmn’

[MpnnuBbl YacToO CONPOBOXAAKTCH HENPUATHLIM YYBCTBOM Kapa,
NHOrga crne3oTeyvyeHnemM, 3yaom, cepauedneHmnem, oTekom nuua u
KOHeYyHocTen, anapeen. [lnapes 4acto conpoBoOXaaeT NpunBbI
(85% cny4aes)?!

[MpunuBbl MOryT ObiTb CMOHTaHHBLIMW UMW CNPOBOLIMPOBAHHBLIMY
CTPECCOM, arkorosiemM, HEKOTOPbIMM NPOAYKTAMU NUTAHNSA UM
punsnyeckon Harpy3kom?

MpunuBebl MOTyT ObITb KPATKOBPEMEHHBIMW UM ANNTCS 2-5 MUHYT!

[MpoayKuusi CEpOTOHUHA U NPUIMBbLI HE HAXOOATCS B CTPOron
koppenauun. YpoBeHb APYrMx rOPMOHOB KaK TaXUKUHUHbI MOTYT
oKasbiBaTb OosnbLUee BNNSHME Ha NaTOreHe3 3Toro CUMMNTomMa?

1. DeVitaV, et al, eds. Cancer: Principles and Practice of Oncology. 7th ed. Philadelphia, PA: Lippincott Williams & Wilkins,
2000.
2. Zuetenhorst J, Taal B. Oncologist. 2005;10:123-131



Ounapes

« OObI4YHO BOaAHUCTaA anapen BcTpevaeTcsa Ao 84% n moxer
COMpPOBOXAaTbCHA cnasmamMu U 6onbio B XXusote.l?

« TsKkecTb Anapeun BapbUpyeT OT Heckonbkux Ao 30 pa3 n 6onee B AeHb?

* lMoTepwu XMAKOCTU NPOSIBNAIOTCA AernapaTtauven u yxyalweHuem ooLuero
COCTOSIHUAS

Bcerna cekpeTopHasi U xapakTepuayeTcs CTYNIOM O0NbLLIOro
obvema?

[MpuumHamun gnapeun MoryT 6bITb pasnuyHble MeXaHU3MbI, B
3aBMCUMOCTW OT CEKpeTMpyemMoro Bellectea’

*  [mnepnpoayKkumns cepoToHMHA®

« [acTpuH yBenuumBaeT 06 bEM KanoBbIX Macc 1 NpoBounpyeT
CUHOPOM Manbabcopbuunmn, MHoraa BbI3biBAET cTeaTopern?

«  Opyrne H3O moryT npoayumpoBaTh pasfiMiHbie BeLlecTBa,
KOTOpble MPUBOAAT K YBENTMYEHME KaNOBLIX Macc 1 notepe
bukapboHaToOB U Kanus

1. Mamikunian G, et al 2009.2. DeVita V, et al 2000. 3. Greenberger N. Diarrhea. Merck Manual website. 4. Vinik A, et al. 2010 5. Zuetenhorst J. 2005 5.Zuetenhorst J.
2005



http://www.merckmanuals.com/professional/gastrointestinal_disorders/symptoms_of_gi_disorders/diarrhea.html. Accessed 5/2015.4

KapuunHougHoe cepaue

KapuuHonaHas 6one3Hb cepaua npossnseTcs B Buae ¢pubposa, nopaxaroLiero

dHAOKAapA U 3aTparmBarouwlero B nepByro ovyepeanb npaBblie oTAe bl cepp.u.al

« B 1988 roay kapunHomnaHoe cepgue Bctpeyanocb y 19-53% nauyueHToB C
KapunHonaHbIM cuHapomom?. B 2005 roay, 6narogapsi MCNoNb30BaHUIO
axokapauorpaduyeckxe Kputepmes, YactoTa BCTpeyaeMocTu Bbipocna oo 35%-
7% naneHToB

*  WcTOHYEeHMEe TpUKyCcnnaanbHOro 1 fIeEro4YHOro KnamnaHoB C peryprutauuen unm
CTEHO30M 1 MopakeHMe NpaBbiX OTAENOB cepAaLa MoBbIWAT PUCK CMEPTU
naumneHTa?.

*  YpoBeHb CEPOTOHMHA U TAXKECTb NopaXXeHus cepaua HaxogAaTcsa B NPAMOn
Koppensuum:

a. [loBbiweHne ypoBHs 5 NTMYK accouumpyetca ¢ kapuMHOUAHbIM cepauem®®

JlekapcTBeHHbIE BeWeCTBa , BNMAKOLNE HA MeTabonNM3aM CEPOTOHNHA U

aCcCoUMMpPOBaHHbLIE peuenTopaMmmn K CEPOTOHMHY MOTYT BbITb NPUYNHON NOPaXKEHUS

knanaHoB cepaua®

=3

° CHmxeHne YPOBHA CEPOTOHNHA-KITHOY K CHUXEHUIO NMoBpeXAeHUA KranaHoB cepLa.

« [locne npoTteanpoBaHus knanaHa >40% HOBbIX KnanaHOB NOBPEXOaeTcs B
pes3ynbTaTe BO3AENCTBUS CEPOTOHMHA'

1. DeVitaV, et al 2003. 2.Lundin L, et al. 1988 3.Rorstad O. 2005. 4.Zuetenhorst J et al. 2003 5. Denney W, et al 1998 6.
Bhattacharyya S, et al. 2009 7. Zacks J, et al. Poster. ENETS (abstr 2014)



NMIOKAT'OHOMA

BbipaxeHHOe nporpeccupyroLiee CHUXeHue Mmaccbl Tena
ABHbIN nnNu ckpbITbin CL.

Murpupyrowiaa HeKponumTu4yeckas apurema
HopMoxpomMmHaa HopMmouuTapHasa aHeMus,

[noccuT 1 aHrynsapHbIn CTOMaTUT

BeHO3HbIe TPOMOO3bl, TPOMOO3IMOONINYECKME OCIIOXKHEHUA

N3meHeHusa co ctopoHsl LLHC



Hekponutunyeckas
MUrpupyrowias sputema

Hekponutnyeckaa murpuvpyrowiaa sputema pasBUBaeTCA
BCAeAcTBUE rMnoanbbymmHemmnn u HapyweHua TpaHCcnopTa
UMHKA. OHa HauyMHaeTCcA C NATHA WAU TPynNnbl NATEH,
KOTOpble npeBpaLyaloTcA B Nanynbl € 3anasLlMM LLEHTPOM U
YETKO OrpaHUYEeHHbIM Kpaem. 3atem 0b6pa3yloTca Be3nKy/bl
n 3po3mn. Ucxogom ABAAIOTCA KOPKA U YewyWuKu, nocne
UcYe3HOBEHMUA KOTOPbIX NOABAAIOTCA ovyaru
runepnurmeHTauumn. [Mpouecc pautca 7-14 pHen. Ha
YYACTKE KOXXM MOTyT 6biTb pAAOM pacnosioXKeHbl o4aru
nopa*keHua, HaxoaAaLwmneca Ha pa3HbiX CTaAUAX Pa3BUTUA.



CUHAPOM rNIIOKAroHoMbl (HEKPONMUTUYECKOW
MUrPUPYOLLEN SPUTEMBI).




BUTNTOMA

CvHgpom BepHepa-MoppucoHa-cuHOpOM
naHKpeaTU4yeCcKoun xoriepbl, ooycrioBrieH
rmnepcekpeuen Ba30akTUBHOIO
MHTEeHCTUHanbHoro nentunaa (BUII)
3HAOOKPUHHBLIMU ONYXOSIAAMU NOoAXKeNnyaA0o4YHOU

xene3bi(90%) u raHnMoHenpobnacTomamm
(10%)



KnuHun4yeckne cmHapombl

TshKenasi yrpoxaroLlasi XXu3Hu BoasiHuctas guapesa go 10n B
CYTKMN

runokanmemus
rmno- UNm axnoprnapus
Oernpgpatauus

noTteps Macchbl Tena

a0goOMUHaNbHbIe KOJIUKWU



[[acTpyHOMaA-CUHAPOM
30onfInHrepa JnucoHa

[[acTpuHCeKkpeTupyrowiasa onyxonb
KnuHuyeckasa Tpuapa:

- BblpaXxXeHHad runepcekpeuuna HCL

- peunauBupyroLime nenTuyeckue A3BbI

- onyxonb MXX



ComaTtocTraTuHomMa

ComaTtocTaTuHceKkpeTupyrowasa onyxosnib (D-KneTku
ocTpoBKOB JlaHrepraHca)

KnuHuka
- CO (nerkasa cdopma)
- XXKb
- Anapes, cteaTopes

- CHUXEeHune MaccChbl Teria



[MlMoma

CekpeTtupyeT naHKpeTU4YeCKUU nonmnenTtua
(MM)-nHriMduTop nNnakpeaTnyecKkoun cekpeumm un
ne4yeHO4YHOro rnKoHeoreHesa

OTcyTcTBME CUMNTOMATUKHN

Onyxonb manbix pasmepoB B MTHKX



Buabl Tepanmn H30!

« Xupypruyeckoe re4yeHue

PagukanbHble U LMTOPEaYKTUBHbIE onepauum

 KoHcepBaTuBHOE ne4yeHue ¢ NpuMeHeHMemM OMoNorn4ecKou
Tepanuu:

AHanoru comartocrtaTtuHa, UHTepdepoH-anbda, XxmMmmoTepanus

 MecTHble abnaunoHHbIe npoueaypbl:

Xemoambonusauusi, ambonusauunsi, pagmodactoTHas 4eCTpPyKUUS

° Pa,D,VIOHyKHI/I,qHaH Tepanuna aHanoramm ComMatToCtTaTuHa

1. FopbyHoBa B.A. HelipoaHaokpuHHbIe onyxonu. O6Lme npuHUMnbl AMarHocTuku n nevenns. 3. Jom Kogekec 2015 r.



PekomeHaauum ENETs 2016 roaa

B NIe4YeHUU pacnpoCcTpPaHEeHHbIX U
MeTacTaTU4eCKUX HEMPOIHAOKPUHHbIX
onyxosien nogXxenyao4vHoun xenesbl,
opoHxoB, JXKT n us nepBuyHo

He BbIABJZIEHHOro oyara

ComartynuH’AyToXenb

JNlaHpeoTna




Llenb nyb6nmnkaumm HOBbIX peKoMmeHaaunm —
paccMoTpeHne N3MeHeHUN, Nnpoun3oLuenLumnx
c 2012 ropal

[Tybnukaumna otaenbHbIX
pekoMeHaaunn no feYeHunto
MeTacTaTU4YeCKux u
pacnpoCTpaHeHHbLIX onyxoreun
obycriosneHa tem, 4to y 40-50%
BHOBb ANArHOCTUPOBAHHbIX
NaLunNeHTOB YXXe UMEITCH
meTacTasblt

Neuroen docrinology (DOI:10.1159/000443167)



MuHMManbLHOe KOHCEHCYCHOE 3aKMniYeHne
MO XUPYPru4yeckomMy rneyeHmto’:

Xupypruyeckoe BMeLLATENbCTBO U/UIK 3aMeHSALLIME MeTOAbl CrieayeT
YYNTbIBaTb NPU Ha4YanbHOW AMarHoCcTuKe u B Xxoae 3aboneBaHus B
KayecTBe anbTepHaTUBbl CUCTEMHOW Tepanuu

Y nauueHTOB C (pyHKUMOHUpYyOWnmMmmn H30 o MHULMUpPOBaHUA
noobLIX Nnpoueayp Ha nevyeHn Tpedbyetcsa Tepanusa ACC c uenbho
npeaynpexaeHns KapuumHoOouagHoOro Kpusa

LinTopeoyktneHaa xmpyprus rnokasaHa otaesibHbIM nayueHTam c
doyHKumoHmpyowmmMmmn HOO ¢ npenmyLLeCTBEHHBIM MOpPaXXeHNEM MeYeHH,
YTO YNydlWaeT KOHTPOb CUHAPOMA, AaXe eCrnn Harpyska ornyxonu
NneYeHn MOXET ObITb CHMXXeHa MeHee YeM Ha 90%

TpaHcnnaHTaumsi Ne4eHn ABNSETCA BapuaHTOM As OMeHb TLWAaTenbHO
OTOBPaHHbLIX NaUMEHTOB, NPEANOYTUTENBHO Y MOMNOAbIX NaLUNEHTOB

C oyHKUMoHupyrowmnmm H30, KoTopble AEMOHCTPUpOBAann paHHee
YCTOMYMBOCTb K MeAUKaMeEHTO3HOU Tepanum

1.Neuroendocrinology (DOI:10.1159/000443167)



Llenu megukameHTo3Horo nedyeHusa HOO!

 [logaBneHune ropMmoHarnbHOM cekpeunn y pyHKLUOHArIbHO
aKTUBHbIX ONMyXONeu

* YnydweHue n noaaepxaHme KauyectBa XXU3HU

- [lopaBneHue pocTta onyxonu

* [lpodmnakTuka ocrnoxHeHum (KapumHoOMOHbIe KPU3UCHI,
KapuMHoMgHble 3aboneBaHus cepaua, KPOBOTeYEeHUSA, KULLeYHasA

HernpoxoAuMOCTb)

* YBenu4yeHue npoAOITXUTESIbHOCTU XXKU3HU

1. Anja Rinke et al, Cancer, 2012, 4, 113-129
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CuctemHas tepanua ACC

(HOO XKT, X n n3 nepBUYHO HEBLISAABIIEHHOro o4yara):
ANA KOHTPOSA KapuuHOMAHOIro CMHApoOMa

AHanoru comatoctatuHa (ACC) — nepBasi niMHUA Tepanuu

B cnyyae pedpakTtepHOCTU yBeNnYeHne O03bl ABAETCA onumnen
(Oaxke ecnu aTO He yKasaHO B MHCTPYKLUUN):

YMeHbLUeHne nHTepaana (pas B 3 Heq) 4S9 NPONOHIMPoBaHHbIX (OpM
ACC

NMacepeoTua — HOBLIN YHMBEPCASbHLIW NUraHg K peuenTtopam
comMaTtocTaTuHa,
HO He 040OpPEHHLIN ANs NeYeHns KapunHOUAHOro CUHAPOMa

B cpaBHUTENBHOM MccnegoBaHuu ¢ oktepotnaom 40 mMr He BbIno
NnokasaHoO NpPeBOCXoACcTBO nacepeotunaa 60 mr.

MoxeT ObITb UCMOMb30BaH Kak ornuusi B criydae ¢ Heyaadeun BCcex
BO3MOXXHbIX MHbIX BApUaHTOB, BKITHOYAA XMP. NeYeHmne n npenapartbl 13
TEKYLLUX KITMH. nccnegoBaHni

Tenotpucrarta atunpat (MHIMOUTOP CUHTE3a CEPOTOHMHA) KaK
pononHeHue K ACC

Neuroendocrinology (DOI:10.1159/000443167)



CucrtemHan tepanua ACC
ANA KOHTPOMA pocTa onyxonu?!

OkTpeoTtna n naHpeotng ogodbpeHsbl ansa nedeHns HoO XKKT ¢
nponcxoxageHnem n3 cpegHen knwkun (ncenegosanma PROMID
n CLARINET )

KoHceHCcyCcHbIM cornalleHnem ssnsietcs ncnons3dosaHme ACC ansa H30 DK,
ecnu npuHMMaTb BO BHUMaHue pesynstatbl nccnegosaHmsa CLARINET

OpgHako B cny4vae HOO XK npegnoytuTenbHbIM ABNAETCA UCNOMb30BaHNe
naHpeoTtuaa, AaHHbIX No 3¢ppeKTUBHOCTU OKTpeoTnAa HeA4OCTaTOUYHO

Takxe ocHoBbIBasscb Ha AaHHbIX CLARINET MoXHO pekomeHAOoOBaTb
ucnonb3oBaHne ACC npu Ki < 10%

Ba3npysacb Ha 3TUX Xe AaHHbIX peKoMeHAoBaHO ucnonb3oBatb ACC
npu o6bLemMe nopaxeHus nevyeHun > 25%

1.Neuroendocrinology (DOI:10.1159/000443167)




CuctemHas tepanua ACC:
ANA KOHTPOMA pocTa onyxonu?!

KoHceHcycHbIM cornaweHunem sapnsetca, 4to ACC AonmKHbl ObITb
Ha3Ha4YeHbl cpa3y Nocrie YCTaHOBKU AMarHo3a B criy4yae Hanuyus
MeTacTa3oB B NeYeHU U APYroro MetactaTu4ecKoro nopaxeHus

HeT gaHHbIX NO yBENMYEHMO 00LLIEN BbIXKMBAEMOCTU, TaK Kak nnauebo-
KOHTpONUpyeMble UccrieqoBaHusl, NO3BOSSOLWNE NEPEKPECTHOE NPUMEHEHNE HE
[arT BO3MOXXHOCTU oueHuTb OB

HeTt goaHHbIX 3a npogosrmkeHne tepanun ACC (npun oTCyTCTBUM KapuMHOUOHOIO
CUHOpPOMaA) Npu NporpeccupoBaHnm 3abonesaHns

KoHceHCyCHbIM cornaweHuem aiBnsaeTca HasHadyeHue ACC npu apyrux
nokanusaumax(npsimas KMLUKa, rierkue), kKorga UMeeTcsl NoNoXUTeSIbHbIN
peuenTopHbIn ctatyc (SSTR), onpeaerieHHbIN TMCTOXUMUYECKN UMK NpU
MOMOLLU paANOHYKIenaHbIX MeToaoB AuarHocTuku u rpena 1 nnm 2 ( Ki
<10%)).

1.Neuroendocrinology (DOI:10.1159/000443167)



q)apMaKOKVIHeTVIKa OKTpeoTunaa U JfiaHpeoTuaa
NMPOJIOHTIMPOBAHHOIO AEUCTBUSA OTIIMYAIOTCH: cpeaoHue
KOHUEeHTpauun naHpeotmga Bbille, YeM OKTpeoTnaga*

dapmMakoKMHETUKA OKTpeoTnaa dapmakokMHeTUka naHpeoTnaa
pg\ml pg\ml
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Mpocdunb okTpeoTnaa xapakrepmsyetTca Hanm4umem 3-x A
pas3nuyHbIX da3s: T
(1) KpaTkoBpeMeHHO€e NOBbIWEHNE KOHLEHTpaLum pocmnek naHpeotuaa
nocne nepBoHa4yanbLHOro BBeAeHUs Ao3bl B 1 AeHb; XapakTtepusoBarncs
(2) Pasa 3ameaneHns co 2 oo 6 AeHb, B Te4eHMUe KOTOpOoro OT MaKCUMarnbHOM KOHUEeHTpauuu
KOHLEHTpaLMA YMEHbLUAeTCA U OCTAaeTCA Ha HU3KOM YPOBHe; npenaparta B npeaenax ot 1 4o 2 aHewn
(3) HoBoe yBenuuyeHne ypoBHeW rieKapCTBEHHOro cpeacTBa nocne BBeAEHUs, NOCTENEHHO CHWKAsIChb

Ha 6 - 8 AeHb nocne Yero ypoBeHb AEPXUTCA Ha NnaTo B
TeyeHue npumepHo 30 AHen, c nocneayroOLWMUM YCTOMUYUBBLIM

CHMXeHUeM BNJIOThb A0 KOHLa nccnenoBaHus ) ] ]
*Beatrice Astruc, Peter Marbach, Hakim Bouterfa, Caroline Denot, Mitra Safari,

Alessandra Vitaliti and Michael Sheppard, J. Clin. Pharmacol. 2005; 45; 836

Ao cneaywwero sBegeHns



CuctemHas tepanua ACC
(HOO XKT, X n n3 nepBUYHO HEBLISAABIIEHHOro o4yara):
ANS KOHTponsA pocTta onyxonu'

OkTpeotna n naHpeotna ogobpeHbl ana nedeHna H30 XKKT c
npoucxoxaeHmem us cpeaHen knwku (uccnegosaHusa PROMID
and CLARINET )

KoHceHCyCHbIM cornawieHnem siBnsieTca ucnonb3osaHme ACC
ana H30 IMX, ecnu npyuHMMmatb BO BHUMaHMe pe3ynbraTthbl
uccneposaHusa CLARINET

OaHako B cnydae HI3O X npeanoytutenbHbIM ABRsSIeTCSA
Ucnosib3oBaHMe naHpeoTuaa, AaHHbIX MO 3PGPEeKTUBHOCTH
OKTpeoTuaa HegoCTaTO4YHO

Takxke ocHoBbIBasicb Ha gaHHbIX CLARINET moxHo
pekomeHpoBaTb ucnonb3oBaHne ACC npu Ki <10%

Ba3upysacbk Ha aTUX ke AaHHbIX peKoMeHA0BaHOo
ucnonb3oBaTtb ACC
Newoendocinaool O M 1G0Is@ME MOpPaXKeHUa nevyeHun > 25%



MuHMManbLHOe KOHCeHCYCHOe 3aKrryeHune
(HOO XKT, INMX n n3 nepBUYHO HEBbLISABIEHHOro o4yara):

a-UHTepdepoHbl — BTOpas NMUHUA Tepanuu

[Tpn PYHKLUMOHUPYIOLWNX ONYXONsAX B
kKombuHauum ¢ ACC

Kak aHTunponudpepatuBHbIN Npenapar B

criy4yae OTCYTCTBUSA OPYrnx npenapartosB (MeHee
Bcero anga HOO XK

Neuroen docrinology (DOI:10.1159/000443167)
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MuHumManbHoe KOHCEeHCYCHOé€ 3aKIrilo4yeHue.
TapreTHble npenapaTbl

JBEpPOrIMMyCc U CYHUTUHUO 000pEHbBI KaK
aHTUnponudepartneHas Tepanus npu nporpeccupyrowmx H3O0
MK kak onuma ana nedeHna nocne ACC vnu MNXT

Kak nepBasa nuHua Tepannum MoXeT bbiTb MCNofb3oBaHa TONbKO,
ecnn ACC paccmaTtpuBaTb Henb3gd, a [NXT KnnMHn4eckn He
TpebyeTcsa Unm HenepeHoOCUTCS

ABepPOormUMYC(MHIIMOUTOP BHYTPUKITIETOYHOIO CUrHANBHOIO NyTH
nponudepaunmn KreTok) MoXeT ObITb TakKe UCMOSIb30BaH B
TPETbEeN NNHUM MOCIe PpagnoHyKNenagHon Tepanun

He pekomeHOyeTcda Ucnosnb3oBaTth C aHTUNPONNdepaTMBHON
uernbto BMecTte ¢ ACC (npu HedyHKUMOHUpYoLWmx H30)

CYHUTUHUNO (MHIMOUTOP TUPO3MHKMHA3,YHaCTBYIOLMX B POCTE
OMyXxosin) He pekoMmeHayeTcs npu apyrnx nokanmsauymax HoO
(kpome 'DK), 3a ncknoyHeHnem KImHUYECKNX ncerieqoBaHnn

Neuroendocrinology (DOI:10.1159/000443167)
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MuHunmanbHoOe KOHCEHcyCHoe 3adKJ1ioueHume.
cucrtemHasa NXT

CtpenTto3oTouuH U ap. npenapatbl MNXT
pekomeHaytoTcsa nocne ACC u TapreTHbIX npenapaTos
B CJly4ae BblpaXXeHHOro nporpeccmpoBaHus
3aboreBaHus B TEYEHME

6—12 mec, 0COBEHHO C OOMNbLUMM 0OBLEMOM
nopakeHns NeyYeHu

[MTPW G3 INXT Ha ocHOBe nnaTuHblI pekoMeHOoBaHa,
Kak nepBaga IMHUA Tepanumu

Neuroendocrinology (DOI:10.1159/000443167)
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MuHnmMmanbHoe KOHCeHCYCHOe 3aKn4veHue:
paguoHykneumaHasa tepanusa (PRRT)

PRRT pekomeHAayeTca nocrie Heygauu
MeANKaMeHTO3HOU Tepanuu

He onpeaeneHa 4yeTkas
nocrnenoBaTesfibHOCTb NPUMEHEeHUsA
TapreTHbiX npenapaTtoB n PRRT

Neuroen docrinology (DOI:10.1159/000443167)



ComaTtynuH® Aytoxenb® — eAMHCTBEHHbIN aHANor comaToctaTmHa
C 3aperncTpupoBaHHbLIM NOKa3aHUeM ANA fie4YeHus
HePYHKLMOHUPYIOLIMX pacnpoCcTpaHeHHbIX U meTactatndecknx H30

NoaXXernyao4yHoM Xxenesbl™**

COEPXXUBASA
[1POIPECCUIFO

ComaTtynuH® Aytoxenb® flaHpeoTug —
npenapar NepBow IMHUN NMPOTUBOOMYXOEBOV
Tepanum MMN-HSO': oLLyTUTe pasnuyne

NEPBbI Y EAUHCTBEHHbIA
AHAJOT COMATOCTATUHA,

(OEPEHHBI A TESEHIR HEOYHKLYOHAPYIOUIX
O O NOLXEIYIOHOR XETESL?

€. 4.CT 74 03 <06 0cHOBEX OXPAHI I0POBLA TDEXAAH B PD= A
I . XOTHTB COOBUTH O Hex it

¢ HanpasITTe, NOWAICTE.  epary.
Dk Voo Gapasar: 109147, 1. MockGa, Y. Taraoxas 19, Tam +7 DG +7 258.54-
B HpaBoe Hach KPYTIOCYTOHa Tonaboeis: 8 (916) 999-30-28 (1w rpadua
napaTa Kounssan Unces): 8 (00) 700-40-25 (Cnprsa MERILHCKOH MHGOPMELIM 1O e e mw
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eﬁmmline' autogel®
G1esEN
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{ MHH3IPAB POCCHH

‘/}Cf{omg/bg 271 015\

cori HB H’

MUHHUCTEPCTBO 3/{PABOOXPAHEHUS POCCUICKON ®EJIEPALIMA

UHCTPYKLIVA
110 NPHMEHEHHIO IEKapCTBEHHOTO Mpenapata Ayl MEAHLIMHCKOr0 NPHMeHEeHHs

COMATYJIMH* AYTO/KEJIB"®

HAMMEHOBAHME JICKAPCTBEHHOTO NpenapaTa

PETUCTPALMOHHBIN HOMEP: JICP - 003497/09

TOPTOBOE HA3BAHME: COMATYJIMH" AVTOXEJIB"

MEX/IYHAPOJIHOE HEITATEHTOBAHHOE HA3BAHME: Jlanpeornn

JIEKAPCTBEHHASI ®OPMA: reab i MOJAKOWHONO  BBEJACHHS

MPOIOHIHPOBAHHOIO ACHCTBIS

COCTAB:

Comarynun® Ayroxens” 60 mr:

Conepxanue:

Armusroe eewyecmso.

Jlaspeotnaa auerar - 77,9 mr/mnpuu

B I1epecyeTe Ha JIAHPEOTHA - 65,4 * Mr/mmpHi
Bcenomozamenvhsie eewyecmsa.

Boza ans unsekumii — 186,6 mr/uimpuiy

VkeycHas kucnoTa negaHas**** — no pH 6,1 = 0,3
O61mas macea - 266,0 Mr/unpui

Macca, BBOAMMAZA NPH HEBeKUUK *# - 244,0 Mr/umnpui

Bsomnmas o3a naspeotHaa*** - 60,0 Mr/mnpu

* MHcTpykums no npenapaty ComatynuH® AyTtoxens ®
** http://grls.rosminzdrav.ru/Grls_View_v2.aspx?idReg=180701&t=




ComatynuH® Aytoxens® 120 mr:
pa3paboTaH cneunanbHo Ana 3d¢geKTMBHOro BBeAeHUA

ComamynuH® Aymoxenb® 120 M2 ycTpONCTBO U NekapcTBEHHAs popMa YHUKATbHbI:

JICP-0034971/09 08.05.2009

Cucrema 6e3onacHoCcTU
urnbil ong nosbILEHNS
©e3onacHoCcTK YerioBeka,

Bes3 BcnomMoraTenbHbIX
BELLECTB*, CTEPUNEH,
rOTOBbLIN K MPUMEHEHUIO
pacTBop, He TpebytoLmin
BOCCTaHOBIEHNS nepep,
npuMeHeHnem?!

KopoTkas nrna (2 cm)
N Manbli MHbELIMPYEMbIN
00bemM, MUHUMU3NPYS

BbIMOJIHAOLLEro ©onb B MecTte l/IH'beKLI,I/II/I3

UHBEKLNI02

1. Somatuline Autogel UK SmPC 2015

2. Adelman DT et al., Medical Devices: Evidence and Research 2012,5:103-109

3. Alexopoulou O et al., European Journal of Endocrinology 2004,151:317-324
4. Glacial acetic acid used for pH adjustment



ComaTtynuH aytoxenb 120mMr 3aKkynaeTcsa:
BiogxeT cybbekta PO,
[Mporpamma "oHkonorua" gna H3O

Brogxet cybbekTa PO,
"PernoHanbHas nbrota” npu BHeCeHUU B
perMoHanbHbIN bopmMmynfap ANS akpomeranum

C 2017 roga BXoAUT B CMMUCOK XHBIM U MOXET
3aKynaTbCs n Ana uHBanngoB no ®epepansHOU
nbrore.

Oxunpgaemas ueHa 65-70000, 4To moxeT ObITb
3KOHOMMYHEe OKTpeoTnaa 40Mr



CuHapom MOH —MHOXeCcTBEHHOMU
3HOOKPWUHHOW Heonna3uun

MOH — ayToCOMHO-4OMUHAHTHO
Hacneayemble CUHAPOMBDI,
XapakTepusyrLwunecsi yCTONYUBLIM
coyeTaHMUeM pasBUTUA onyXxonen
Xere3 BHYTPeHHen cekpeuum,
MMerLnX oauHaKoOBOe
IMOpMOHanbHOe npoucxoxaeHume



[ eHeT4YecKMe NPUYNHLI
MOH

MEN 1 (cuHApOM MHOXeCTBEHHOU
3HOOKpPUHHOMN Heonna3uu [MOH] 1 Tuna),
RET (MOH 2-ro Tnna), VHL (cuHapom cdoH
'mnnens - Jlunpay)
NF1(HenpodmndbpomaTto3s PeknuHrxay3eHa)
TSC1 n TSC 2 (TyGepoO3HbIN CKNepos. )



M3H -1Tuna
(cunppom Bepmepa)

1. Onyxonun oKONoOLWUTOBUAHBLIX Xere3 UITN UX
rmnepnnasums

2. OCTpOBKOBO-KNETOYHbIEe ONyXonu

(MHCYNUHOMaA, rrrKaroHomMa, racCTpmHoma,
BUNoMma nT. 4.)

3. Onyxonu runocdpunsa (nponakTuHoma,
comMaToCTaTUHOMA, KOPTUKOTPONMMHOMA)



MOH -2A Tuna
(cungpom Cwunnna)

1. MeaynnspHbIN paK WUTOBUOHOW
XXene3bl

2. DeoxpoMmouuToma

3. 'mnepnapaTtupeos



MOH -2B Ttuna
(cuHgpom [opnuHa)

. MepaynnsipHbin pak LWUTOBUOHOUN
xXernesbl

. PeoxpomMoLnTOMa
. 'mnepnapaTtupeos

. HeBpUHOMbI CITU3NUCTbLIX 000JTOY4EK,
NaTosyIoOrMa MbiLUL, U CKereTa



HEUPODPUBPOMATO3

Henpodubpomaros accouumpoBaH C nortepeu
reHa NF1 Ha 17-n xpomocome, KOTOpPbIU Koaupyer
6enoK, yyacTBylOWMUN B perynaumm KNeToOYHOro
pocTa. Helpombli ABNAIOTCA TUMUYHDbIM
npoasneHunem 3abonesaHuna. Hempodmnbpomarosy
4acTO CONYTCTBYOT TrOPMOHA/IbHO-HEAKTUBHbIE
H20 n comatoctatTMHOMBI.



[lporHos

Ha COBpPeMeHHOM aTane nokasartenu
BblXXKMBaemoctu naumeHtos ¢ HIO 3HauutenbHoO
vayywunucb. [pu  3n0KayectBeHHou HIO0 ¢
permoHapHbiMu mMmeTactasamm 5-TUunetTHAA
BbIXKMBAaeMoCTb coctasnsaer 77-95%, Ttorpa KakK
paHee 3TOT nMoOKas3aTtenb cocrasnan 36%. K
COXXa/IeHU0, Ha cemuaeTHem 3Tane HabawaeHus
nauMeHToB, onepupoBaHHbIXx no nosoay H30 c
MmeTacTta3amMun, MPAKTUYECKM BCe U3 HUX UMeIoT
peunans ONyxonu.



Cnacun6o 3a BHumaHue!




