HenpoaHOAOKPUHHbLIE ONyXonu
XKT n nogxxenyao4yHou xene3sbl:
ANarHoCTukKa u revyeHue




HenpoaHAOKPUHHbLIE ONyXOonu: obwue
npeactasneHus’

* HeunpoaHaokpuHHble onyxonu (H30)- reteporeHHas rpynna
pa3nUyHbIX MO FIOKanu3auuu, Xxapaktepy pocta u KNMHN4YEeCKOWU
CUMNTOMATUKE OnyXornen, Npomcxoasimx u3 HeMPOIHAOKPUHHbIX
KNeTOK U, COOTBETCTBEHHO, MMEKLNX CXOAHbIe LIUTONIOrm4yecKkue
XapaKTepPUCTUKHN

e Helpo3HOOKPUHHbIE KNETKU, Nnpoayuupyrowme
raCTPOUHTECTUHANbHbIE PEryrATOPHbIe FOPMOHbI, pacCcesiHbl B
CJIU3UCTOMN OOOSIOUKEe XerlyaA0YHO-KULLEeYHOro Tpakrta u B
3HAOKPUHHBLIX OCTPOBKaX NOAXKeNyAO4YHOM Xerse3bl.

Receptor

1. lopbyHoBa B.A. HelpoaHaokpuHHble onyxonu. ObLwmne npyHUmMMbl AMarHoCTuky u nedenus. Msa. flom Kogeke 2015 1.



KonnyecTBO naumMeHTOB pacTeT Kaxabiu rog’

KonnyecTBo NnauneHTOB pacTeT KaXadblv rof B CBA3W C yNny4lleHneM Kavyectsa
anarHocTtukn (SEER)
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« 3aboneBaeMocTb U pacnpocTpaHeHHocTb HOO yBenuymnack NpUMMEpPHO Ha
500% 3a nocnegHue 30 fneT, 4TO oTYacTN OBYCOBMEHO YNy4lUEeHNEM
ANarHoCTUKU

ExxerogHasa BCTpeyaeMoOCTb HEMPOIHAOKPUHHbIX onyxonen 1,09-5,25/100 000 (c 1973 no 2004 r.)
6asa gaHHbIX SEER

[opbyHoBa B.A. HelipoaHOoKprHHBIE onyxonu. ObLme npyHUMMbLI AMarHoCTUKK 1 nedenus. Mag. Jom Kogeke 2015 .



Yao J.C. n coasnrt. B 2008 roay O6bi5no
nokKasaHo, YTo 3a nocnegHue 30 net
BbisiBnsiemoctb HOO cyuwiecTtBeHHO
yBenuyumnacb. Temn pocra
3aboneBaemoct H3O npeBbIlLaeT
aHarlorMyHbIN nokKasartesnb ANA BCeX
310Ka4eCTBEHHbIX OMNMyXosneun.



B coortBeTCTBMM C HOBOWM
knaccudomkaumen BO3 Kk HIO B
HacTosilee BpemMsi OTHOCAT ONyXosin U3
KINeToK 3HTOAEepMaribHOro
NPOUCXOXAOEHUSA: OCTPOBKM
JlaHrepraHca nogxenyaovyHoOUu Xxerne3bl,
HENPOIHAOKPUHHbIE KNEeTKU Xerlyao4yHo-
KMLLEeYHOro TpakKTa U flerkux.



HenposHIOKPUHHBIE OIYXO0JIH
MOI'YT BO3HMKATH B JIIO0LIX OPraHax, rjje B HOpMe UMEIOTCs
YHIOKPHHHbIE KIETKH *

* opraHax nuieBapuTeJbHOro Tpakra (60,9%)
e Jerkux (27,4%) 6 cymme 88,3%)
(no oanunvim SEER USA npu ananusze oonee 35 000 H. S

LM. etal., 2007) h .
0 Most common sites

| for Carcinoid

* mumyce

Robert MoreasleVisual Explanaticns, LLC

* MOJIOYHOI Jicene3e

* WUMOBUOHOIL Jicene3e
* noukax

* AUYHUKAX

* npocmame

* KoJice

u Opy2ux opzanax

A
£ 2004 Amiricsn Socsety of Chnical Oncology



Knaccudmkauma H30O B 3aBUCMMOCTU OT IMOPMOHAribHOro
pa3BuTusa’

HO0 nepeaoHen KULLKMU:
Jlerkune, 6poHXKN, TUMYC, XenyaokK, NomKenyaodHas xenesa, BepxHasa yactb ANK
OTtcytcTBUe/ HU3KaA CeKpeTopHasaA aKTUBHOCTb
YacTo - myTauna MOH-1 n nameHeHusa 11 xpomocombl

H30O cpeaoHen KULLKWU:

HuxHsasa vyactb AlNK, ToHKas n cnenas, anneHAUKC, Bocxoasiwasa o6ono4vHas,
npoKcumarbHble 2/3 nonepe4yHo-060404YHON KULLKU

YacTo -KapumMHOMAOHbLIN CUHOPOM

H30O 3aaHen KMLLUKU:

NonepeyHo-060404HaA, HUCXOoAALWAA 060404YHaAsA, CArMOBUAHAA U NPsAMas KMLLKa
4yacTo-0eCCUMNTOMHbIE

B npegenax noarpynn H3O xapakTepu3yrTCA pas3nU4YHbIM TEYEHUEM, YTO CBA3AHO C UX
rMCTOreHe3oM 1 onpegensieT TaKTUKY Jfle4yeHus

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



XapaKkrtepuctukKa onyxorsien
nooXxenynoo4YHou xene3bl NO

3JIOKA4YeCTBEHHOCTWU
Tun onyxonu 3N10Ka4YeCTBEHHOCTb
racTpuHoma 50-80%
rrnoKaroHoma 60%
BUNOMA 50%
comatoctatuHoma [>90%
MHCYIIMHOMA 5-16




B HacTosilee Bpemsa KoHuenuua AlY[-
CUCTEMbI NPpU3HaHa HECOCTOATESNIbLHOMWN.
AHanorusi Mmexxay HeMpoHamMmum u
3HOOKPUHHbLIMU KNeTKaMu coxXpaHunachb
B TepMUHE HEUPOIHAOOKPUHHbIE
onyxonu Ctano nsBecTHO, 4YTO
AlMY[-KneTkn He NPoUCXoaAT U3 KNeTokK
HepBHOro rpebeLlKa aMOpUOHa



TACTEPO-9HTEPO-

NMNMAHKPEATUHECKAA (GEP)
OHOOKPUHHAA CUCTEMA

Tun OcHoBHas OCHOBHbIE
KJ1IETOK | J1IOKann3auusd npoayuvpyembie
BelleCTBa
D XenyaokK, TOHKast KULKa, ComatocTtatuH (SRIF)
noaXxenyano4yHas xenesa
D1 CocynoakTUBHbIU
kuwe4yHbin nentug (VIP)
EC XKenynok, TOHKas KULLKa, Cy6cTtaHuusa P
nomxenyno4yHas xxenesa CepoToHuH (5 HT)
ECL Xenynok CepoOTOHUH
'mcramuH

OodamuH (?)




Xenypok

FacTpuH
AHKedanuH

AHpopchuH

TOHKaA KULWIKa

XoneunctokuHuH (CCK)

K TOHKas KMLKa MIoKo303aBUCUMBIN
UHcynuHoTponHbiu nentug (GIP)

L-EG ToHKas n Toncras MroKkaroHonogoOHbIN

KULLKA UMMYHOpPeaKTUBHbIN nenTua

(GLI)

Mo TOHKas KMLKa MoTtunuH
CepOoTOHUH

N TOHKas KMLKa HenpoTeH3uH

P XXenypnok, TOHKas Bombe3nHONoaOOHbLIN

KULLKa

(BbICBOOOXAAOLWNN FACTUH)
nentug




S TOHKasA KuULIKa CekpeTuH

A Nopxenyno4yHas xxenesa | [nokaroH
AHKedanuH
AHAopdPUHbLI

B Nopxenyno4yHas xenesa | AHCYynNuH

PP NMopxenyno4yHasa xene3a | MaHKpeaTuyeckumn

nonunentug (PP)




Knaccudumkauma anygom

NNokanuzauua | Tun onyxonun | OpToaHAOKPUHHBLIE |[lMapasHAOKPUHHLIE
onyxonwu BellecTBa BellecTBa
MepenHun OO6bIYHO AKTTI, MCT, CTT, -
runocdpuns ageHoma NpPOJIaKTUH
LlLinTtoBngHaa | MeaynnsapHas | KanbUMTOHMH AKTT, MCT,
Xernesa KapuuHoMa npocrarnaHguH,
WHCYNWH, FaCTPUH,
SRIF
HapnouyeuyHukn | ®eoxpomo- KaTtexonamuHbl AKTT, ®CT, XI'4, BUI,
LuuTOMa WHCYINUH
MaparaHrnuu Xemopektoma | KatexonamMuHbl AKTT, MCT,
FaHrnMoHen- KanbuuToHUH, BUI
poma
Henpobnac-

TOMa




BunoykoBaa | Tumoma - KanbuuTOHUH
xKenesa AKTI, MCI
INlerkoe OBcsiHOKNeToYHas | - AKTT, MCT, TTT,
KapuuHoma u NMPOSIaKTUH,
el gl WHCYIIUH U ap.
Koxa MenaHoma - AKTT, ©CI,
NMPONaKkTUH U Ap.
XKT KapunHoungbi CepoTtoHuH | AKTI, MCT, TTT,
fopkenypaouHas MctamuH | TPONAKTUH,
menesa WHCYIVH U Ap.
OcTpoBKM FacTpnHoma - CeKkpeTuH, HeMPOTEH3MUH,
nopxenynodyHon | AKTIr-oma - AaHTUAUYPETUYECKUHN
XXene3bl I/IHcynMHoma MHcynVIH rOPMOH, KaJibUNTOHUH,
OKCUTOLUH U Ap.
MokaroHoma MokaroH
VIP- oma PP- oma PP VIP
Xenypnok FacTpuHOMmMa MacTpuH AKTT v gp.
Toukas kwka | gRIF.oma SRIF




B ocHoBy wMopdonornyeckom knaccudpukaumm
HO0 B HacTtosiee BpeMs MOMoOXeHa CTeneHb
nponudcgpepaTMBHON aKTUBHOCTU OMNYXOJSIN.

B 2006 n 2007rr EBponenckum oOLuecTBOM noO
nsydyeHurwo HIO (ENETS) Obino npepanoxeHo
U3MepATb I3TOT MoOKasaTenb MO YUCHY KIIeTOK,
KOTOpble CBfi3aJIuCb C WMMYHOJIOrMYeCKUM
mapkepom Ki67.

2010r. onpepeneHne wuHAaekca Kib7 sABnsertcs
obsizaTenbHbIM NpPU  U3YyYeHUM  buoncumn
MeTacTa3oB U ManeHbLKMX oopa3LoB TKaHeMW.

UHpekc Ki67 — yucrno CBSAA3aHHbIX c
UMMYHONOIrM4eCKUM MapkepomMm Krnetok Ha 100
KITeTOK OMyXOJiu.



Knaccudukauusa ENETS* 2010 gnsa H30
nuLieBapuUTenbHOro Tpakra'

[ToTeHuUuMan 3r1o0Kka4eCTBEHHOCTU OnpeaendeTcsa Ha OCHoBe
Mopdporiormm 1 UMMYHOTMCTOXUMUK: AnpdepeHUNPOBKa K
nponudepauma (rpagauma — Grade)

MUTOTUYECKUN NHOEKC _
[pagauns . Ki-67 (%)
(10 M3BY)
NET G1 <2 <2
NET G2 2-20 3-20
NEC G3 >20 >20

" 10 MN3BY: none 3peHunsi Npu 60MbLIOM yBENMUeHUn= 2Mm?, He MeHee 40 rnonen, oLeHeHHbIX B 06nacTax HanbosbLIEN
MUTOTUYECKOWN MITOTHOCTU

1. Rindi et al 2012 JNCI *ENETS-EBponerickoe obuwecTtBo no ndydeHmto H3O



Grade(rpena) onyxonu BNUAET Ha KYMYJNATUBHYIO
BbDKMBaeMOCTb '
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1.lopbyHoBa B.A. HelipoaHaokpuHHble onyxonun. O6Lue npuHLMnbl AMarHocTukn n nevenns. Msg. Jom Kogekc 2015 1.



[na nocTaHOBKM AuarHo3a v onpeaeneHus
TaKTUKU JfiedyeHust Heobxoammo ' :

v [uctonormnyeckoe nccnegosaHue

v MmmMmyHorucrtoxmmmyeckoe nccnegosaxHue (UMX)
onpeperneHne cteneHu 3y1I0Ka4eCTBEHHOCTHU Mo
nponudepatnuHomy nHaekcy Ki-67

v/ WccnepoBaHue cneunpmyeckux MmapKkepoB: CEPOTOHUH, 5-
OUYK, xpomorpaHuH A, ractpuH, AKTI v gp.

v WMHcTpymMeHTanbHasa oueHKa MCTUHHOM PacnpoOCTPaHEHHOCTHU
npouecca (KT, MPT, OkTpeockaH)

v OnpegeneHue 3Kcnpeccun peLenTopoB comMaTocTaTUHa
SSTR1-5 B onyxonu (UI'X, cumHTUrpacdmsa ¢ MeyeHbIM
OKTpPeoTnaom)

[opbyHoBa B.A. HelipoaHOoKprHHBIE onyxonu. ObLme npyHUMMbLI AMarHoCTUKK 1 nedenus. Mag. Jom Kogeke 2015 .



H30/kapumHouna. KnetouHbiii ummyHodpeHotun'’

XpomorpaHuH A (CgA)

Onpepensetrca B rpaHynax 6osblUMHCTBA
H30 (¥90%), Kak dYHKLUOHUPYOLWMX, TaK
M HedpyHKUMOHMpYOLWMX. CgGA MOXKeT He
onpegenartbca B HekoTopbix H30 Toncroi
KULIKM MU anneHAMKca, KOTopble MUCXOAHO
CeKpeTupyroT CgB, 7] B
HU3KoandPepeHLUMPOBaAHHDBIX ONYXONAX.

CuHanmodusmH (Syn)

JKcnpeccupyeTca He3aBUCMMO OT HaNAM4ms
CeKpeTopHbiX rpaHyn. [lomoraer npwm
naeHTMdUKayum
HUsKkoaudpdepeHUUPOBaHHbIX 7]
coaepXawmx Mano rpaHyn H30, npu
KOTOPbIX MOKEeT OTCYTCTBOBaTb 3KCMnpeccusa
CgA. 3OKcnpeccMa He  orpaHu4MBaeTcs
HeMpPO3HAOKPUHHBIMMU KNETKaMMu.

1. lopbyHoBa B.A. HelpoaHaokpuHHble onyxonu. ObLwmne npyHUmMMbl AMarHoCTuky u nedenus. Msa. flom Kogeke 2015 1.



MMmmyHormcroxmumumueckoe
uccnegosaHue GyHKLMOHUPYIOLLLUX

n HepyHKUMOHMPpYowmux H30

calcitonin, bombesin,
insulin, glucagon,
somatostatin, gastrin,
UHcynuH pancreatic polypeptide
(PP), vasoactive ’
intestinal peptide (VIP),

¢ TOPMOHDI

+« facTpuH

AL Ja e I”LY  adrenocorticotrophic
AKTI 4 hormone(ACTH),
, serotonin, ... Hoevle:
ghrelin, cortistatin,
obestatin, secretagogin

CepoTOHUH

P s ~
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OpraH, ®yHKUMOHaNbHbIN CTaTyC

S - | e L caTe Sk e it

HedbyHKUMOHMPYOLWMIA TUNUYHBIN KapUMHOUA, 1ETKOTO |

1.NopbyHoBa B.A. HelipoaHaokpuHHble onyxonun. O6Lme npuHUMnbl AMarHocTukn n nevenns. Msg. Jom Kogekc 2015 .



XpomorpaHuH A

H30 moXxHO gnarHoctupoBaTb NyTem onpeneneHns AOCTYNHbIX OMONornyeckmx
MapKepoB B CbIBOPOTKE KPOBM U MOYe Y NaLUMeHTOB C HeonpeaeneHHbIMU
abgoMuHanbHbIMU cumntTomamu’

XpomorpaHuH A (XrA) nnasmbl KpOBM - paHHMI MapKep KapuMHOUAHLIX onyxornein’:
v 00 90% H30, BHe 3aBUCUMOCTU OT CUMINTOMOB, CEKPETUPYIOT XPOMOrpaHuH A

v onpegeneHue XrA nosBonsieT Nosiyuynutb UMHGOpMaLUIO O TEHAEHUNN TeYeHUS
oone3Hu

¢/ noBbilweHue XrA B CbIBOPOTKE KPOBU MOXET yKa3biBaTb Ha BO3MOXHYHO NMPOrpeccuto
onyxonw

XpoMorpaHuH A ncnonb3yeTcs Afsi MOHUTOPUPOBaHUA TepaneBTUYeCKoro oTeeTa?

Mo HekoTOpbIM AaHHbLIM XrA 6oree 4YyBCTBUTENEH ASIS1 OLLEHKWN NMPOrpeccupoBaHus, 4Yem
mMeToAbl NlyYeBon ANarHOCTUKMN (YyBCTBUTENLHOCTb 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.



Bbicokuun 6asanbHbIM ypoBeHb XpomMmorpaHuHa A (>2 pa3s ot
BepXHen rpaHnubl HOPMbI) MPUBOAUT K CHUXKEHUIO o0LLen
BbhKknBaemocTu'
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1. ApantupoaHo 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)



Buoxummnyeckue Mapkepbl KapumHonaHoro cuHapoma’

S5-ruapokcumHaonykcycHas kmcnora (5-N'MYK) moum —
NpPOAYKT pacnaga CepoTOHMHA
NOBbILLEHHAS 3KCKPELMA MOXKET ABMNATLCA NPU3HAKOM
KapuMHOMOHOro cMHapoma
anutenbHoe nosbliweHne 5-OUNYK > 75 MKMonb/cyTku,
yBENMMYMBaET BEPOATHOCTb MOpaXeHusl cepaua n passutugd
KBC
NOCTOSAHHO HU3KUM ypoBeHb 5-ONYK - bonee bnaronpusaTHoe
TeyeHne KbC

CepoTOHMH Nna3Mbl KPpOBU
v/ TUnepnpoaykumsa MOXeT SABMATbCS NPU3HAKOM KapLWUHOWUAHOro
cuHgpoma
v pas3sutna pubposa sHaokapaa v KnanaHoB

1.lopbyHoBa B.A. HelipoaHaokpuHHble onyxonun. O6Lue npuHLMnbl AMarHocTukn n nevenns. Msg. Jom Kogekc 2015 1.



5- ruapoKkcunHaonykcycHas kucnora (5- TUYK) 1

0 Onpenensercsay 84% nauneHToB C KAPLUHOUAHOW OMNYXOSbIO
e B cyto4yHon mouye N=6-8mr/geHb

e CKPWHUHIroBbIU MapKep

 NuHamunyeckoe onpeaeneHuve

O rlop,l'OTOBKa K npoBeAeHNUI0 aHalnun3a.
3a 48 yacoB UCKNIOUYUTD:

* MpoAaykKTbl (KpacHOe BMHO, aBOKaAo, Cbip, XOT AOr, LWOKOoNaA, BaHUNUH-coaepXXallyro
nuLyy, aHaHac, KuB1, 6aHaHbl, MaHUOKa

* JlekapcTBeHHble npenapaTbl (aueTaHUNnH, eHauUTUH, rMuuepun ryamkonar- BO
MHOIMX cuponax, metakapo6amon, pesepnuH). MoryT yMeHbLWNTb KOHUEHTpauuro 5-
'YK (renapuvH, nsoHmnasug, neesogona, MHrMbUTopbl MOHOAMUH OKCMAAa3bl, METEHAMUH,
mMeTungona, peHoTMasnH, TPULUKINYECKUE aHTUAENPECaHThbI)

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



KnuHnuyeckoe o6cnenosaHue: Busyanmsaums’

PagvousoronHasa cumHTUrpadumsa c aHanoramm comatoctatmHa — Aons
Bbicokoaud dpepeHunpoBaHHbix H3O

NMNo3nTpoHHO-aMUccnoHHasa Tomorpacpusa (MIT-PAN — ans
HEUPOIHAOKPUHHBLIX KAPLUHOM

KT/MPT rpyaHon, OprolLHOM NOSIOCTU, NOJSIOCTU Ta3a
KT/MPT runocmsa npu nogospeHuu Ha MOH |

KT nuueBoro ckenerta npu metactatMu4yeckmx onyxonsix 6es
BbISIBJIEHHOIro NepBUYHOIro o4vara

YnbrpasBykoBasa Tomorpadusa (Y3WN)

JHOocKonus

KancynbHasa aHpgockonus

JHAOOCKONMYeckKoe yrnbTpa3ByKkoBoe nccriegosaHue (9Hgo-Y3WU)

SN XXX

AXO-kapauorpadusa (3XO-KIN)-oCHOBHON CKPUHUHIOBbLIN MeToA
npuv KapumHounaHoun 6onesHu cepaua (KbC)

1.lopbyHoBa B.A. HelipoaHaokpuHHble onyxonun. O6Lue npuHLMnbl AMarHocTukn n nevenns. Msg. Jom Kogekc 2015 1.



KAPLUMHOWUOHbIA CUHOPOM

10-20% cocTaBnAT (PyHKLUMOHUPYIOLMe onyxonn'?

1963 Yunbamc & CaHanep

Foregut (~40%)

- Lungs Pancreatic NETs (~6%)

« Thymus » Gastrinoma

» Stomach « Insulinoma

s » Glucagonoma

» First part of « Somatostatinoma
duodenum * VIPoma

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

« Jejunum :|I> o
» Right colon CUHOPOM

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 ao 84% nauneHtoB ¢ HOO nmeroT
NOBbILLEHHbIN YPOBEHb CEPOTOHNHA B KPOBU* |
TONbKO Y 8% -18% nauneHToB OTMEYEHO
Hanu4mne KapuuHouaHoro cuHapoma’™

KapuMHonaHbI CUHOPOM:
v Y 19% naumeHTOB C MeTactasamu fnooou

nokanusauuun*
v Y 35% nauueHToB ¢ H30O TOHKOM KNLWKN 4

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



e KapuumHoMAaHbIN CUHAPOM NpencTaBnsieT
cob0n COBOKYNMHOCTb CUMIMTOMOB,
KOTOpble BO3HMKAIOT B pe3ynsraTe
MaCCUBHOIo BLICBOGOXAEHUSI CePOTOHMHA
1 HelponenTUAOB HENOCPEeACTBEHHO B
CUCTEMHbIA KPOBOTOK'

e K Knaccuyeckmm cMMNToMamM OTHOCSTCSH:
aAvapes, NpunuBbl, NOpaxeHne KrnarnaHoB
cepAaua, B peakKux cny4dasax
6poHxocna3sm’™3

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.



Cumntombl™*

YacToTa BCTpe4YaeMoCcTn CMMNToMoOB
Cepaue

. <4—— Koxa .
McToHbLeHne 1 P NG Cutaneous MuonaTtu
CTEHO3 NEroYHoro / / |
. "/ flushes %ﬂennarp
Apparent
TPUKyCnuaansHoro, cyanosis ﬁopamel-me
KrnanaHoB /
, CyCT
3Hn0Kapnmanb1P o
punbpos _ g 3XpVII1bI
=
Nerkne = e
Kawwens E K. TeneaHruskras
Wheezing (&) Konuk
WKT Dyspnea
Whopameuuexnananos

Hunaped ,

Konmku | 3a6proLNHHbII 1

Towxora | Ta3oBbIi hU6po3 Mpunus

PBorta I bl

‘ I
‘ 100

MpoueHT

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

2. Ruszniewski P, et al. Poster. ASCO. 2014 (abstr 273).
3. Wolin E, et al. Drug Des Devel Ther. 2015;9:5075-5086.
4. Beaumont J, et al. Pancreas. 2012;41:461-466).



Pa3HooOpa3ne cMMNTOMOB, XapakTepHbIX ANA MHOTUX
3aboneBaHVUN U COCTOSATHUU, MOXET 3any.q|-|;|Tb
AanddepeHLManbLHYI0 ANarHoCTUKY "

Hecneundunyeckne cMmntombl XapakTepHbl U ANg KapUMHOMAHOMO CUHAPOMA

MeHonay3a

CuHgpom
pasgpaXeHHoro

CMM"TOMb KULWWEeYHnKa

¢ MMoTnuBOCTL

[MuweBaga anneprma

e [lpunuebl

* lnapesn

e [lpuctynoobpasHble
6onu B XXuUBOTE

 BpoHxocnasm

» Xenyno4yHo-KuwieyHoe
KpoBOTe4YeHue

e 3aboneBaHus

cepaua

AnKoronmam

HeBpo3s

HenpoaHaookpinHHas

OnyXorb [MenTnyeckasa a3sa

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.



1.

2.

[MpunuBbl

TUnuyHble NPUNUBLI NPEACTaBNAIOT COO0M BHE3aNHO BO3HUKAKOLLYHO HACbIWEHHO
KpaCHYI0 3pUTeMy BepXHer 4acTu TynoBuLLa, NPenMyLLeCTBEHHO nuua u weun'’

BcTtpeyvatotea y 23% -65% nauueHToB B AebtoTe 3abonesaHnda u 'y
63%-78% Yy nauMeHToB Npwv nporpeccupoBaHnm’

[MpynuBbl YacToO CONPOBOXOAKTCA HEMPUATHLIM YYBCTBOM XXapa,
NHOrga crie3oTevyeHmnem, 3ygom, cepauedneHmem, oTeEKOM nuua u
KOHeYHoCTen, anapeen. [lnapeqa yacto conpoBoXgaeT Npunmsbl
(85% crny4yaes)’

MpunmBbl MOryT BbiTb CMOHTAHHBIMU UMN CMPOBOLIMPOBAHHbLIMY
CTPECCOM, ankororiem, HeKOTOPbIMW NPOAYKTaMU NMUTAHUS UMK
PU3NYECKON Harpy3KOW?

MpunmMBbLI MOTYT BbITb KPAaTKOBPEMEHHbLIMU UMW ANUTCS 2-5 MUHYT'

[MpoayKLUMs CepOTOHMHA U NPUNUBBLI HE HAXOOATCH B CTPOron
Koppensauun. YpoBeHb APYrnMX rOpMOHOB Kak TaxXUKUHWHBbI MOTYT
oKa3sblBaTb BorbLlee BNMsHWE Ha NaTtoreHes3 3Toro CMMNToMa?

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



Ounapesn

 OObIYHO BOAAHUCTaA aunapes BcTpe4vaetca Ao 84% mn moxert
CONpoOBOXAAaTLCA cna3MamMu u 6onbto B xusote.’-?

» TsxxecTb Anapeun BapbMpyeT OoT HecKonbkux Ao 30 pa3 u 6onee B AeHb?

 MoTepm XNAOKOCTU NPOABAAIOTCA Aernapartaumen U yxyaweHuem
obwero cocrosiHus®

Bcerna cekpeTtopHas 1 xapakTepuayeTcsi CTYNIOM 6OorbLLOro
oobema*

[MpuynHamn gnapen MmoryT BbITb pasfMyHbIE MEXAHN3MbI, B
3aBMNCMMOCTU OT CEKPETUPYEMOro BellecTsa®

« [UnepnpoayKuns cepoToHNHA®

« [acTpuH yBenMunBaeT 0ObeM KarioBbIX Macc 1 NPoOBOLMPYET
CUHAPOM MarnbabcopbLuun, MHOTAA Bbi3biBAET cTeaTtopern?

e [pyrme HOO moryT npoayumpoBaTth pasfnyHblie BeLLeCcTBa,
KOTOpble NPUBOOAT K YBEMUYEHNE KArOBbIX Macc 1 noTepe
bukapboHaToB U Kanug

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



KapunHoungHoe ceppue

KapunHoungHasa 6onesHb cepaua nposBnseTca B Buge ¢pubposa, nopaxaroLlero

3HAOKapA M 3aTparnsBalowero B NepBylo oyepeab npasble otaensi cepaua’

=3

1.

B 1988 roay kapuuHougHoe cepaue BcTpeyarnoch y 19-53% nayueHToB C
KapuuHouaHbIM cuHapomom?. B 2005 roay, 6rnarofaps CNosib30BaHMIo
axokapauorpaduyeckxe KpuTepmes, YactoTa BCTPe4aeMoCTu Bbipocna o
35%-77% naneHToB

VICTOHYEHNE TPUKYCNUOANbHOro M NIEFOYHOTO KranaHoB C peryprutauven nunm
CTEHO30M U NMopakeHue npasbiX OTAENOB cepala MoBbILLAIT PUCK CMEPTY
nauueHTa?.

YpoBEHb CEPOTOHUHA N TAXECTb NOpaXXeHUsi cepaua HaxoaaTcsa B NPSiIMON
Koppensuum:

MosbiweHne yposHs 5 TMYK accoummpyeTtcs ¢ kKapuyHonaHbIM cepauem*®
JlekapcTBeHHbIE BELWECTBA , BNUsoLWwme Ha MeTabonnam cepoToHNHA U
accouMnMpoBaHHbIE peLenTopamMm K CEPOTOHNHY MOTYT BbITb MPUYNHON NMOPAXKEHUS
krnanaHos cepaua®

CHumxeHne YPOBHA CEPOTOHUNHA-KITHOY K CHXKEHUIO NMOBPpEeXAEeHUA KrlarnaHoB cepaua.

[Mocne npoTte3npoBaHna knanaHa >40% HOBbIX KianaHOB MoBpeXxaaeTcs B
pesynbraTe BO34ENCTBUS cepoToHuHa’

DeVita V, 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)



MIOKATOHOMA

BbipaxkeHHOe nporpeccupyroliee CHMXXeHMe Macchbl Tena
fABHBLIN UnNu ckpbITbin CL.

Murpupyrowana HeKponmMTuyeckasa apurema
HopMoxpomHaa HopMouuTapHaa aHemMus,

moccuT n aHrynsipHbin CTOMaTUT

BeHO3Hble TPOMOO3bI, TPOMOO3IMOONINYECKMEe OCNOXKHEHUS

N3ameHeHunsa co cTopoHbI LIHC



Hekponutu4yeckas
MUrpupyrowasa aputemMa

Hekponutnyeckas MUrpupytoLias putemMa
pa3BMBaeTcA BcreacTBve rmnoanboOyMmMHEeMUn W
HapyLweHuna TpaHcnopta umHka. OHa HavynHaeTcs C
NATHA WUIIN FPyNnbl NATEH, KOTOpble NpeBpaLialoTCcA
B nanynbl C 3anaBlWUMM LEHTPOM U YETKO
OrpaHN4YeHHbIM Kpaem. 3aTteM  oOpasyrorce
Be3UKYInbl U 3po3un. Acxoaom ABMAKOTCA KOPKa W
YeLUYUKM, nocne NcYe3HOBEHUS KOTOPbIX
NoSIBNSAIOTCA o4arn runepnurmeHtauuun. lpouecc
anutca 7-14 gHen. Ha y4vacTke KOXMU MOryT ObITb
paaom pPacrnosfoXeHbl ovyaru nopaxeHus,
HaxoAsiLuecs Ha pa3HbIX CTaauAX pa3BUTUAL.



CUHAPOM rNOKAroHoMbl (HEKPOSIMTUYECKOMN
MUrPUPYHOLLEN SPUTEMBI).




BUTNTOMA

Cunpgpom BepHepa-MoppucoHa-cuHOopom
naHKpeaTU4veckKou xoriepbl, odoycrioBrieH
rmnepcekpeumen Ba3oakTUBHOrIo
MHTeHCTUHanbHoro nentuaga (BUM)
3HAOKPUHHbLIMU ONYXONAMM NoAXenya404YHOMW

xene3bl(90%) n raHnnoHenpobnacTtomamm
(10%)



KnunHu4yeckmne cMuHgpombi

TAXKenas yrpo)xarLlas XXM3HM BoassHUcTas guapes go 10n B
CYTKM

rmnoKkanmemMmums
rmno- Unu axmnopruapuvs
Oervgpatauus

nortepsa Maccbl Tena

adbaoMUHarNbHbIE KOJIUKU



[[acTpnHOMa-CMHOPOM
3OnsiMHrepa AnsncoHa

[[acTpuHCeKpeTupyroLwas onyxosb
KnuHunyeckan Tpuapa:

- BblpaxxeHHas runepcekpeumnsa HCL

- peunguBUpyOLLUE NEeNTUYEeCKNe A3BbI

- onyxonb MXX



ComaTtocTaTnHomMa

ComaTtocTaTuHCceKpeTupyowasa onyxonb (D-kneTtku
ocTpoBKOB JlaHrepraHca)

KnuHuka
- CO (nerkas ¢popma)
- XXKb
- Anapes, cteaTtopes

- CHNXXeHne MacCcChbl Tera



[MlMoma

CekpeTtupyeT naHkpeTndeckuun nonunentupg, (MM)-
MHIIMOUTOP NakpeaTU4eCKOU cekpeuum u
Nne4YeHO4YHOro rrKOHeoreHe3a

OTcyTcTBME CUMNTOMATUKN

Onyxonb Manbix pasmepoB B INMXXK



Buabl Tepanumn H3O'

e Xupyprmyeckoe rie4yeHue
PaguvkanbHble N UMTOPEeaYyKTUBHbIE onepauumn

e KoHcepBaTuBHOe fle4eHue ¢ NpuMeHeHneM OMOoNornYecKou
Tepanum:

AHarnorn comartoctatuHa, MHTepdEPOH-anbda, XumMmmoTepanms

e MecTHblIe abnaunoHHbIe npoueaypbl:
Xemoambonusauyua, amoonusauns, pagnodactotTHas AeCTpyKUusd

¢ Pa,EI,VIOHyK.HVIﬂHaFI Tepanna aHanoramm CoOMatoCtatTuHa

1. lopbyHoBa B.A. HelpoaHaokpuHHble onyxonu. ObLwmne npyHUmMMbl AMarHoCTuky u nedenus. Msa. flom Kogeke 2015 1.



PekomeHaauun ENETs 2016 roaa

B Ne4YeHUU pacrnpocTpaHeHHbIX U
MeTacTaTU4eCKUX HEUPOIHAOKPUHHbIX
onyxoneu noaXxesnyno4yHou xenesbl,
opoHxoB, XKT u ns nepBuyHo

He BbISIBfIEHHOro ovara

a &) ComatynuH®AyToxerns

w</ NaHpeoTna




Neuroe

Llenb nyGnukaunm HOBbIX peKoMmeHaaunum —
pacCMOTpeHne U3MEeHEeHUU, npounsoLuenLunx
c 2012 ropa’

[Tybnukaumna otaenbHbIX
peKoOMeHaALUN No NeYEeHnto
MeTacTaTU4YEeCKNUX n
PacnpOCTPaHEHHbLIX ONyXoJien
obycrioBneHa tem, 4to y 40-50%
BHOBb AMAarHOCTUPOBAHHbIX
NaLNEeHTOB YXXe MMEITCH
meTacTasbl’

ndocrinology (DOI:10.1159/000443167)



MunHUManbHOEe KOHCEHCYCHOE 3aKryeHue
Mo XUPYPruyeckomy reveHmnto’:

« Xupypruyeckoe BMeLLATENbCTBO U/UNX 3aMeHsIIoLLMe MeToObl cneayeT
YYMTbIBaTb NPW Ha4YanbHOW OMarHOCTMKE U B xoae 3abonesaHus B
Ka4yecTBe anbTepHaTMBbl CUCTEMHOWN Tepanuu

* Y naumeHTOoB C (pyHKUMOHMpYyrowmnmm H3O Ao nHMUUMMpoBaHUS
noobIX npoueayp Ha nevyeHn Tpeodbyetcsa Tepanusa ACC c uenbto
npeaynpexaeHns KapLuMHOMAHOro Kpusa

» LlnTopeayktnBHaga xmpyprma nokasaHa oTaesibHbIM NauneHTam C
doyHKUnoHmnpyrowmnmm HOO ¢ npenmyLLeCTBEHHBLIM MOPaXXeHNEM MeYeHH,
YTO YMydLlaeT KOHTPOMNb CUHAPOMA, AaXe eCnn Harpy3ka onyxosnu
Nne4YeHn MOXET ObITb CHMKeHa meHee YyeM Ha 90%

« TpaHcnnaHTaums nevyeHn ABNseTCs BapuaHToM AN OYeHb TWaTenbHO
OTOBPaHHbLIX NaUMEHTOB, NPEANOYTUTENBHO Y MOMOAbIX NAaUNEHTOB
¢ pyHKUMoHmpyrowmnmn H3O, KoTopble 4EMOHCTPUPOBAN paHHee
YCTOMYMBOCTb K MeANKaMeHTO3HOW Tepanun

1.Neuroendocrinology (DOI:10.1159/000443167)



Llenn meamMkameHTO3HOro rieyeHmsa HO!

 [MopaBneHne ropMoHanbLHOM ceKkpeuun y (pyHKLUNOHaNbLHO
aKTUBHbIX onyxorieun

° YnyJdweHue n nogaepKaHue KavyectBa XXU3HU
 lNopaBneHue pocTa onNyxonwu

 [MpodunnakTtnka ocnoxHeHUn (KapunHouagHble KPU3UCHI,
KapuuHouaHble 3aboneBaHus cepaua, KPOBOTEYEHUS, KULLeYHas
HernpoxoANMOCTb)

e YBenunyeHue npoAOJIXKUTEJNIbHOCTU XKU3HU

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



4
i CucrtemHasa tepanua ACC

(HO XKT, IMXX n n3 nepBMYHO HEBLIABNEHHOro o4ara):
AN KOHTPOJA KapuuHOUAHOro CUHApoMa

 AHanorun comatoctatmHa (ACC) — nepsasi nMHUA Tepanum

B cnyyae pedpakTtepHOCTU yBeNnnyeHne 403bl ABIAETCH onumen
(Oaxke ecnu 3TO He yKasaHO B MHCTPYKUUN):

YMeHbLUeHWe nHTepBarna (pa3 B 3 Hef) 4S9 NPONOHIMPOBaHHbIX (OpM
ACC

e MacepeoTun — HOBbIN YHMBEpPCANbHbIV NUraHg K peLentopam
coMaTOCTaTUHa,
HO He 0J00pPEHHbIN AN NeYeHNs KapLMHOMAHOMo CUHAPOMa

B cpaBHuTENBHOM MccnegoBaHnu ¢ oktepoTnaom 40 mMr He BbIno
NoKasaHO NMpeBOoCXoacTBO nacepeoTtmaa 60 mr.

MoxXeT ObITb NCMONb30BaH Kak Ornuns B Criydae ¢ Heygademn Bcex
BO3MOXHbIX MHbIX BapUaHTOB, BKITHOYAA XUP. fie4eHne 1 npenaparbl 13
TEKYLMX KIUH. NccrieqoBaHnm

 Tenotpuctata aTunpart (MHIMOUTOP CUHTE3A CEPOTOHMHA) KakK
pornonHeHue K ACC

Neuroendocrinology (DOI:10.1159/000443167)



CucrtemHas tepanua ACC
ANsi KOHTPOns pocTa onyxonu’

« OkTpeoTna n naHpeotua ogobpeHbl ana nedeHmns HOO XKKT ¢

NPOUCXOXOEHUEM U3 cpedHen knwku (nccnegosaHmna PROMID
n CLARINET )

« KoOHCeHCyCHbIM corfnaweHuem asngaetca ncnonb3osaHne ACC ana HIO XK,
ecrnv npuHMMaTb BO BHUMaHue pesynertathl nccnegosaHnsa CLARINET

 OpgHako B cny4yae HJ3O NMX npeanoytutenbHbIM SABMAETCA UCNONb30BaHUe
rlaHpeoTuaa, gaHHbIX No 3 (peKTUBHOCTU OKTpeoTaa HeaoCTaTO4YHO

 Takxe ocHoBbIBasicb Ha AaHHbIX CLARINET MoXHO pekomeHAOBaTb
ucnonb3oBaHme ACC npu Ki < 10%

 Basupysicb Ha 3TUX Xe AaHHbIX peKoMeHAoBaHO ucnonb3oBatb ACC
npu o6bemMe nopaxeHust nedyeHu > 25%

1.Neuroendocrinology (DOI:10.1159/000443167)



CuctemHas tepanusa ACC:
ANsi KOHTPOns pocTa onyxonu’

e KoHceHcyCHbIM cornaweHunem siBnsietcs, 4Yto ACC AonmkHbl ObITb
Ha3HayeHbl cpa3y Nnocne yCTaHOBKM AMarHo3a B crlyyae Hanuuus
MeTacTa3oB B Me4YeHU U Apyroro MmetactaTu4eckoro nopaxeHus

* HeT gaHHbIX MO YBENMYEHMIO OBLLEN BbIKMBAEMOCTU, TaK Kak nnauebo-
KOHTpONMpyeMble UccrnegoBaHusl, No3BonAlLLNE NEepPEKPECTHOE NPUMEHEHNE HE
AarT BO3IMOXHOCTU oueHnTb OB

* Het gaHHbIX 3a npogosmkeHne Tepanum ACC (npu oTCyTCTBUM KapUUMHOUOHOIO
CUHAOPOMA) Npu NporpeccnpoBaHmn 3aboneBaHus

e KoHCeHCyCHbIM cornaweHuem siBnsieTcs HasHavyeHne ACC npwu gpyrux
nokanusauuax(npsimasa KULLKa, rnerkue), Korga uMmeeTcs NosfioXXUTeNnbHbIN
peuenTtopHbIn ctatyc (SSTR), onpeaerneHHbLIUM TMCTOXMMUYECKU UIU NPU
NOMOLLU pagUOHYKINeuaHbIX MeToaoB AuarHocTuku u rpeva 1 unm 2 ( Ki
<10%).

1.Neuroendocrinology (DOI:10.1159/000443167)



q)apMaKOKVIHeTVIKa OKTpeoTuaa U niaHpeotTunaa
NMPOJIOHIMPOBAHHOTIO AEUCTBUA OTIINYaIOTCA: cpeaHve
KOHUEeHTpauuum riaHpeotTnaa Bbille, 4HeMm OKTpeOTVI,EI,a*

dapmMaKkoKMHETNKA OKTpeoTuaa dapmaKkoKMHETUKa NaHpeoTnaa
pg\mi pg\mi
12000 _
1400 | I
1200 ypOBeHb 10000 }L
athpeKTUBHON T
TepaneBTU4ECKoM 1

e  KOHLEeHTpauum

KoHLUEeHTpaLms npenapara B KpoBu
KoHLEeHTpauys npenapara B KpoBu

YpoBeHb
achdexTVBHON
TepaﬂeBTMHeCKOﬁ
KOHLeHTpauumn
28 35
28 35 I
tlDae,al1 ®a3za 2 | ®a3§3 : :
da3a 1 ®aza 2
[Hn

NMpodunnb okTpeoTnaa xapakrepusyerca Hanmumem 3-x D

pa3nuyHbIX ¢as: 0

(1) KpaTtkoBpemMeHHOe NOBbILWEHNEe KOHLEeHTpauum pocdhune naHpeotuaa

nocre nepBoHavyanbLHOro BBeAeHUs A03bl B 1 AeHb; XapakrtepusoBarncs

(2) ®Pa3a 3amenneHns co 2 oo 6 geHb, B Te4eHUe KOToporo OT MakcCumarnbHOM KOHLUEeHTpauunuu

KOHLIeHTpaLuus YMEHbLUAeTCA U OCTaeTCA Ha HU3KOM YPOBHE; npenapara B npeaenax ot 1 4o 2 gHewn

(3) HoBoe yBenuyeHue ypoBHeMn fieKapCTBEHHOIO cpeacTBa nocne BBeAeHUs!, NOCTENEHHO CHWXKASICh

Ha 6 - 8 AeHb nocne Yero ypoBeHb AEPXUTCA Ha NnaTo B
TeuyeHue npumepHo 30 gHen, ¢ nocneayroLWUM YCTOMYMBLIM

CHW)XXeHUeM BMoThb A0 KOHLUa uccrneaoBaHus ) ) ,
*Beatrice Astruc, Peter Marbach, Hakim Bouterfa, Caroline Denot, Mitra Safari,

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

A0 clrieayoLlero eBeaeHus
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CucrtemHan tepanua ACC

(HO XKT, IMXX n n3 nepBMYHO HEBLIABNEHHOro o4ara):
ANA KOHTpons pocTta onyxonu’

 OkTpeoTun u naHpeotun onoopeHsb! ana nevyeHusa HOO0 XKKT c
npoucxoxaeHnem u3 cpegHeun Kuwku (uccnegosaHna PROMID
and CLARINET )

e KOHCeHCYCHbIM cornaweHuem siBnsieTca ncnonb3osaHne ACC
ana HOO0 M)XK, ecnu npuHnmaTtb BO BHUMaHUE pe3yrnbraTthl
uccnepgosaHna CLARINET

 OgHako B cny4yae H3O X npeanoytntenbHbIM ABNSAETCA
ucnonb3oBaHUe flaHpeoTnaa, AaHHbIX NO 3¢p(hpeKTUBHOCTH
OKTpeoTnaa HeaoCcTaToO4YHO

 Takke ocHOBbIBasiCb Ha AaHHbIX CLARINET MoXxHo
pekomeHaoBaTtb ucnonb3oBaHmne ACC npu Ki < 10%

* Ba3upysicb Ha 3TUX e AaHHbIX PeKOMEeHAO0BaHO
ucnonb3oBsatb ACC
Newoendocrinoool O 1 ©BAs@ME MOPAXKEHMA neveHn > 25%



MuHuMmanbHOe KOHCEeHCYCHO€ 3aKin4veHue
(HOO XKT, INMX u n3s nepBUYHO HEBLISIBNIEHHOIO o4ara):

a-UHTepdepoHbl — BTOpas NMMHUA Tepanuu

* [1py PYHKLMNOHMPYIOLLMX OMYyXONAX B
kombuHauum c ACC

« Kak aHTunponudgepaTtnBHbIA Npenapar B
criy4yae OTCyTCTBUSA OPYrnx npenapartosB (MeHee
Bcero ang H30 XK

Neuroendocrinology (DOI:10.1159/000443167)
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MuHMManbHOe KOHCeHCYCHOe 3aKr4yeHue:
TapreTHbie npenapartbl

JBEpPOSsIMMYC U CYHUTUHUO ogobpeHbl Kak
aHTUNponudpepaTnBHasa Tepanus npu nporpeccupyrowmx H30
MK kak onumsa ana nedeHna nocne ACC unu MNXT

Kak nepBasi nMHUS Tepanmm MoXeT BbITb NCNOMNb30BaHa TOMbKO,
ecnn ACC paccmaTtpuatb Hemnb34, a [NXT KnnMHn4Yeckn He
TpebyeTcsa Unm HenepeHoCUTCS

ABEePONUMYC(MHIIMOUTOP BHYTPUKITETOYHOIO CUrHANbHOIO NyTU
nponudepaunmn KreTok) MoXeT ObITb TakKKe UCMOoSIb30BaH B
TPeTbeW NMMHUN NOocre paguoHyKNenagHou tepannu

He pekomeHOyeTcs Ncnonb3oBaTh C aHTUNponudepaTuBHOM
venbto Bmecte ¢ ACC (npn HedoyHKUMOHUpYowmnx H3O)

CYHUTUHUO(MHIIMONTOP TUPO3MHKMHA3,YHaCTBYHOLWMX B POCTE
OMyXxosn) He pekoMeHayeTcs npu apyrnx nokanundaumax H30
(kpome 1K), 3a NCKMNIOYEHMEM KITMHUYECKUX UCCIieqoBaHUM

Neuroendocrinology (DOI:10.1159/000443167)
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MuHMManbHOe KOHCeHCYCHOe 3aKr4yeHue:

cucremHas lNXT

e CTpenTto30TOoUUH U Aap. npenapaTtbl MNXT
pekomeHaytotca nocne ACC n TapreTHbIxX npenapaTtoB
B CIly4ae BblpaXXeHHOro nporpeccnpoBaHuns
3aborneBaHns B TeHeHne
6—12 mec, 0cobeHHO ¢ borbLIMM 00BLEMOM
nopaXeHusi NeYeHu

* [1PU G3 INXT Ha ocHOBEe nnaTuHbI PEKOMEH0BAHa,
Kak nepBasa INUHUSA Tepanuu

Neuroendocrinology (DOI:10.1159/000443167)
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MuHuManbHOe KOHCEHCYCHOe 3aKrroyeHue:
paanoHykneunaHasa tepanusa (PRRT)

* PRRT pekoMeHAyeTCA nocne Heyaa4yu
MeOAMKaMEeHTO3HOU Tepanuu

e He onpepeneHa 4yeTKas
nocrieaoBaTefibHOCTb NPUMEHEeHUA
TapreTHbiX npenapatoB n PRRT

Neuroendocrinology (DOI:10.1159/000443167)



56 ComaTtynuH® AyToxenb®— eAMHCTBEHHbIN aHanor comaToctaTuHa
C 3aperucTpupoBaHHbIM NOKa3aHUeM ANS nevyeHus
HePYHKLMOHNPYOLMUX pacnpoOCTPaHEeHHbIX U MeTacTaTudeckux HOO
nogxenyao4yHom xenesbl™**

(
r MHRH3IPAB POCCHY f

U[Cf{OMQ/bQ 271 015\

UJ (l H

CAEP>XXUBASA
[NPOIPECCUIKO

MUHUCTEPCTBO 3/{PABOOXPAHEHUS POCCUMCKON ®EJEPALIMA

HHCTPYKLIVA

10 NPHMEHEHHIO IEKAPCTBEHHOTO Mpenapara il MEINIHHCKOro NpHMeHeHUs
® ® o Y
Comatynuu Aytomenb JaHpeoTtng . COMATYJIHH® AYTOKEJB®
npenapar nepBov JIMHAN NPOTUBOOMYXOSIEBOV
Tepanu ran-Ha0' OLLyTUTe pasnuyme HAMMEHOBAHME JIEKAPCTBEHHOTO NPENapaTa

PETUCTPALIMOHHBIN HOMEP: JICP - 003497/09

]
TOPTOBOE HA3BAHME: COMATYJIMH" AVTOXEJTB"
MEX/IYHAPOJIHOE HEITATEHTOBAHHOE HA3BAHHE: Jlanpeorny
)
JIEKAPCTBEHHASI ®OPMA: reib  ans  MOAKONKHONO  BBEACHHS
NPOJIOHIHPOBAHHOIO neﬁcrsuﬂ
COCTAB:
0 Comarynun® Ayroxens” 60 mr:
Conepxanue:
‘M Arimusroe eewecmso.
MEPBbIA 1 EAWHCTBEHHD! f ’
AHANOT COMATOCTATUHA, Jlanpeotnaa aietar - 77,9 mr/mnpui
J0GPEHHbI /1A NESEHVE HEQYHKUMOHUPYIOLMX B Mepecyere Ha JAHpeoTH - 65,4 * Mr/mnpuiy
O RO OO HON KETERE g E .
Bcenomozamenvhvie eeujecmea:
Boza ans unbekumii — 186,6 mMr/uimpuiy
cnn. 4cvu®e-oomaam 3ACPOBLA MPKAAN B PO+ A
1R ELYARATE O HETW B OCPELIISHYY BHANOTWHEX PEKAPCTREHHIK NPENEPATOR. EGri B XOTYTE COODILHTH O HEXBNATENHbK FNGHIX, VYkeycHas kucioTa neasHas**** — no pH 6,1 = 0.3
xanoSe Ha npenepar, , nowanyicTa, i
B PG+t s KTy T 5 10 998.30.28 (48 s coocnes o e OBusas Macea - 266,0 Mr/winpiit
napara Kounaum Unces; 8 (300) 700-40-25 (cryaa MERILMKCKON MHGOPMELIM MO NPENSDATEM KOMNEHWI [Y1A CRELEMCTOR 3PAEnCXPEHE-IA.
1. Coptn M, 5. Laeeons I Mttt Ecpervaeaths Nraedocrne s Now £ J o ;i ot 2 e s Macca, BBOAMMAZR NPH HHBEKLHH ** - 244.0 Mr/uimpu
ARSI Ha oo Bsomimast 103a maHpeotHaa*** - 60,0 Mr/mmnpur
950mawline' autogel’
lanreotide
SiesEn !

* MHcTpykums no npenapary Comatynni® Aytoxers ®
** http://grls.rosminzdrav.ru/Grls_View_v2.aspx?idReg=180701&t=



>IN

ComatynuH® Aytoxenb® 120 wmr:
pa3paboTaH cneumnanbHo Ana 3dpgeKkTMBHOro BBeAeHUsA

o ComamynuH® Aymoxens® 120 M2 ycTPOWCTBO U NekapcTBeHHas (opMa YHUKarbHbI:

JICP-0034971/09 08.05.2009

Cuctema 6e3onacHocTu Bes BcnomoraTenbHbIX Kopotkas nrna (2 cm)
urnbl' 4Ns NOBbILLEHNS BelecTs?, crepuneH, N ManbI UHbeUNpyeMbI
©e3onacHOCTK YeroBeka, FOTOBbIN K MPUMEHEHNIO o6beM, MUHUMU3MPYSA
BbINOMHAIOLLErO pacTBop, He TpebyroLunii 6orb B MecTe UHbekuumn®
UHBEKLNI0? BOCCTaHOBNEHMS nepes
npumeHeHvem’

Somatuline Autogel UK SmPC 2015

Adelman DT et al., Medical Devices: Evidence and Research 2012,5:103-109
Alexopoulou O et al., European Journal of Endocrinology 2004,151:317-324
Glacial acetic acid used for pH adjustment



ComaTtynuH aytoxenb 120mMr 3aKkynaeTcs:
Broaxetr cybbekta PO,
NMporpamma "oHkonorusa" ana HAO

BrogxeT cybbekTa PP,
"PermoHanbHaa nbrora” npu BHeCeHUU B
perMoHanbHbIN bopmMynsap ANs akpomeranum

C 2017 roga BXoAUT B CMIUCOK XHBJIN U MOXEeT
3aKynatbcsl n ana uHBannaoB no ®epepansbHOU
nbrore.

Oxunpaemas ueHa 65-70000, yTo moxeT ObITb
3KOHOMUYHEEe OKTpeoTnaa 40 Mr



CunapoMm MOH —MHOXecTBEeHHOM
3HOOKPMHHOW Heomnna3sun

MOH — ayTOCOMHO-AOMMWHAHTHO
HacnegyemMblie CUHAPOMBI,
XapakrepusyrLwmnecs yCTONYUBbIM
co4yeTaHUeM pa3BUTUA ONyXonen
Xere3 BHYTPEHHEeU ceKpeuum,
NMerLUux oguHakoBoe
3IMOpMoHaribHoe NpoucxoXxageHve



[eHeT4YecKue NPUYUHLI
MOH

MEN 1 (cuHOpOM MHOXeCTBEHHOM
3HOOKPUHHOU Heonna3uu [MOH] 1 Tuna),
RET (MOH 2-ro tuna), VHL (cuHapom ¢oH
'vnnens - JlnHaay)
NF1(Heunpodmnbpomato3 PeknuHrxayseHa)
TSC1 n TSC 2 (TyGepo3HbIN CKNepos. )



M3H -1Tvna
(cunppom Bepmepa)

1. Onyxonun oKONoWUTOBUAHbIX XXefne3 U1 nx
rmnepnnasus

2. OCTpPOBKOBO-KITIETOUYHbIE ONYyXOnu

(MHCcynMHoOMa, rMrKaroHoma, raCTpmMHoOMa,
BUNoMa U T. A4.)

3. Onyxonu runocdu3sa (nponakTuHoma,
COMaTOCTaTUHOMA, KOPTUKOTPONMMUHOMA)



MOH -2A Tuna
(cungpom Cunnna)

1. MepynnsapHbIN pakKk LLUTOBUOAHOWN
XXene3bl

2. DeoxpomMouUTOMA

3. 'mnepnapatupeos



MOH -2B Tuna
(cuHgpom [opnuHa)

1. MeaoynnsapHbIn pakK WUTOBUOHOMU
Xene3bl

2. ®eoxpomouutToma
3. I'vunepnapatupeos

4. HeBpWHOMBbI CIIN3NCTBLIX 0OOSIOYEK,
NaTONOrusa MbILlUL, U CKerneTa



HEUPODPUBPOMATO3

Heunpodpundbpomaros accoumupoBaH C
notepen reHa NF1 Ha 17-u xpomocowme,
KOTOpPbIU KoagupyeT O0erioK, y4acTBYHOLWMUN B
perynsauum KrnetoyHoro pocrta. Heupowmbl
ABNAIOTCA TUNMNYHbIM NnposiBNeHnemM
3aboneBaHusa. Henpodpumbpomatosy uacto
COMYTCTBYHOT OPMOHaribHO-HeaKTUBHbIE
HO0 n comaTtoctaTMHOMBI.



[lporHos

Ha coBpemeHHOM 23Tane noka3aTtenw
BbDKMBaeMOCTHU nauyueHToB C HO0
3Ha4YnTenbHO YIYYLWUIINCD. Mpwn
3nokayectBeHHou HOO ¢ pervoHapHbIMMU
MeTacTtasaMm 5-TUNeTHAA BbIKMBaeMOCTb
cocTtaBnseTr 77-95%, Torga Kak paHee 3TOoT
nokKasarternb coctaBnan 36%. K coxxaneHuro, Ha
CeMUneTHeM 3Tane HabnraoeHNAa NauneHToB,
onepupoBaHHbix no nosogy H3O0 ¢
MeTacTa3amMu, NPaKTU4YeCKn BCe N3 HUX UMEOT
peunauB OnyXxorsiu.



Cnacun6o 3a BHumMmaHue!




