A.A. Mapkosuy
drey «HMHUL, oHkonormm mm. H.H.banoxnHa» M3 PP
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HenpoaHaokpuHHbie onyxonu (H30)

H3O0 - reTeporeHHasa rpynna peakux, MeasieHHO NPOrpeccupyroLmMx onyxone,
MNPOUCXOAALUNX U3 HEMPOIHAOKPUHHbBIX KIETOK

Buonornyeckme xapakrepuctmkm H30 3aBUCAT OT KIETOK NPeALecTBEHHMKOB,
aHAaTOMMYECKOM IOKANN3aLUUN U CEKPETOPHOMN PYHKLUMN

H30 cnocobHbl aKkcnpeccmMpoBaTb HEMPOIHAOKPUHHbIE MAaPKepHb!,
CUHTE3UpPOBaTb, 3aMacaTb U CEKPETUPOBATb OMONOrMYECKN aKTUBHbIE
BellecTBa (NenTnabl, ropMOHbI, HeEMponepeaaTinKkn), NMbo bbITb
HePYHKLNOHUPYOLWMMMU

H30 yaule He NPoABAAIOTCA KAMHUYECKM A0 NOABMEHUA METACTa30B UK
KapUMHOMUAHOIO CUHAPOMA, YTO OTAaNAET Bpems NOCTaHOBKW AMarHo3a
(B cpeaHem go 9 ner)

CmepTb

cmepre.




KapuuHounaHbit cungpom (KC) npeacrasnsaet coboi COBOKYMHOCTb CUMATOMOE
KOTOPble BO3HWKAIOT B pe3y/ibTaTe MaCCUBHOIO BbICBOOOXAEHNA CEPOTOHMHA U
HeMmponenTnaoB HENOCPeACTBEHHO B CUCTEMHbIA KPOBOTOK ;

C
€POTOHMUH IAKTI_

uctamuH

MenaHouunT-CTUMynu O Mﬁ rOPMOH
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Ba3soakTuBHbIe MHTECTUHaNbHble nenTuapl (VIP)
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|50M6e3MH

OnuncaHo 6onee 20 ropmoHanbHbIX MapKepoB npu H30, KoTopbie moryT
BbI3blBATb KAMHUYECKUN CUHAPOM




KapunHounaHbiii cuHgpom

»> Cpeau Bcex naumeHToB ¢ HO0 yactota KC Bapbupyet ot 8 Ao 35%

»> Yalle npu noKanusaLumnm nepBrUYHOM OMyX0/IM B TOHKOM KULLKe #

P> BcTpeyaeTca NpemMmyLL,ecTBEHHO Yy NauMeHTOB C MeTacTa3aMm B NeYeHb
(Korga ropmoHbl nonaaatoT B 60/1bLION Kpyr KpoBoobpatlleHms)?

»> Mpn HANNYMK KaPLUUHONAHOIO CUHAPOMA, KapuUHOMAHOE cepaue
pa3suBaeTca y 30-65% 60nbHbIX

P> MopakeHune KnanaHoB cep/la BbIABAAETCA Y KaXKJ0ro BTOPOro nauyeHTa ¢
KapUMHOUAHbIM CUHAPOMOM

P> KapunMHOMAHbIN CUHAPOM — PAKTOP, BbI3bIBAIOLWLNIMA YMEHbLLUEHNE
BbI*KMBAEMOCTU BONbHbIX

»> Mocne nepBOro NpucTyna 5-neTHAA BbIXKMBAeMOCTb cocTaBaseT 21%
MeaunaHa BbIXKMBaemMocTn — 38 mecAues

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
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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).




Ocob6eHHOCTU KINTMHUYECKON KapTUHbI KapLUUMHOMOHOro CMHAPOMa
Owvapesn k.

* OG6bIYHO BOAAHUCTaA AMapea BCTpevaetca Ao 84% U MOXKeT ConpoBOXAaTbCA
cna3mamm u 60blo B 3Kusore. 12

* TaxkecTb guapeun BapbupyeT oT HeCKobKux ao 30 pa3 u 6onee B cyTKu?
* XpoHuuecKas noTepsa }KUAKOCTU NPOABAAETCA CAMNTOMaMM Aervaparawuum u

yXyALeHuem obuiero coctoaHua3

P> Bceraa ceKpeTopHasa 1 XxapaKTepusyeTcs cTy/iom 6osbluoro ob6bema?

P> MpuunHamu anapen moryT bbiTb pa3NnYHble MeXaHM3Mbl, B 3aBUCUMOCTU OT
ceKkpeTmpyemoro sellecrsa’

* [MNnepnpoayKLUKUA CEPOTOHUHA, YBEIMYNBAET CEKPELMIO }KUAKOCTU B
KULEYHUKE U CKOPOCTb MPOXOXAEHMA NULLEBbLIX Macc®

* [acTpuH yBeanYmBaeT 06 bem KasioBbIX Macc M NPOBOLUPYET CUHAPOM
Manbabcopbunm, MHOTAa Bbi3biBaEeT CTeaTopeto?

e H30 moryT npoAyuMpoBaTh Apyrme pas/inyHble BeLLecTBa, KoTopble
NPUBOAAT K YBE/IMYEHME KaloBbIX Macc, notepe bMKapboHaATOB M Kanusa

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

OCOBEHHOCTU KJIMHUYECKOWU KAPTUHbI KAPLULMHOUAHOIO CUHAPOMA,
NMPUNUBDLI

TUnuuHble Npuausbl (3pUTEMATO3HbIE) NPEeACTaBAAIOT CO60I1 BHE3anHo
BO3HMKAIOLLYIO HaCbiLWEeHHO KPAaCHYIO 3pUTeMy BEPXHEe YacTu TYN0BULL,
NPeMMyLLECTBEHHO /NLa U Wwen?

Bctpeyatotca y 23% -65% nauuneHToB B AebtoTe 3aboneBaHna ny 63%-78% y
NnauMeHToB Npu nporpeccupoBaHmn’

. anfIMBbI YaCTO CONpPoBOXKAAKOTCA HEMPUATHBIM HYBCTBOM XKapa, MHOTA4a
cnesortedyeHnem, syaom, Cep,EI,LI,e6M€HVIEM, OTEKOM /1L a U KOHEYHOCTEeMN.

= B 85% cnyyaes NpuanBbI CONPOBOXKAAOTCA Anapeen *

" [IpunmBbl MOTyT ObITb CMOHTAHHbIMM AN CMPOBOLMPOBAHHbLIMU CTPECCOM,
a/Ikorosiem, HeKOTOPbIMU NPOAYKTaMU NUTAHUA MU GU3NYECKOM Harpy3Koit 2

= [IpUAMBbI MOTYT BbITb KPAaTKOBPEMEHHbIMU UAN ANNTbCA 5-10 MUHYT!

" [IpoayKuMA CEPOTOHWHA U NPUIUBLI HE HAXOAATCA B CTPOro Koppenaumn. YpoBeHb
APYrMX rOPMOHOB , HaNnpUMepP TaXxMKMHUHOB, TaKKe MOMKET OKa3biBaTb bosibliee
BAUAHME HA NaToreHes NpUANBOB?

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
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KapuMHOMOHLIN KPU3 - OOHO U3 rPO3HbIX ocrnoXxHeHun KC

MoxKeT 6bITb NPUUYMHOUN CMEPTU

Bo3HUKaeT CNOHTAHHO

MoKeT nposouupoBaTbCA:
aHecTe3newu
MHTEPBEHLUNOHHbIMU BMeLLaTe/IbCTBaMMU
npMemom npenapaTos, NOBbILWAOWWMX YPOBEHb TOPMOHOB

XMMuoTepanumeun, pagmopapmrepanmen , npuMeHeHne KOTopbIX
BbI3bIBAET IM3UC ONYXOAM U BblaesieHne 60bOro KoIMYecTsa

aMWUHOB B KPOBOTOK
KnnHunuyeckasn KdpTUHa KapunHONAHOIo Kpusa:

rMNoTeH3UA (OYeHb peaKo rmnepTeHsunn)

TaxmKapama

apuTMuA

ANNTENbHbIN NPUANB

6pOoHXMaNbHbIN CTPUAOP

ancpyHkuma LHC




KapuuHonagHoe cepaue

KapuuHougHasa 6onesHb cepaua (KBC), unu KapumHouaHbIN KpAWaAbHbIA CUHAPOM,
npoasnsnetca B Buge $pubposa, noparkalowiero sHAOKapA 1 3aTparusaloLero, B
nepsylo ouepenb, NpaBble oTgensi cepaual

P> WCTOHYEHME TPUKYCNUAANbHOIO U NeroYHOro KaanaHoB C peryprutaumen nam
CTEHO30M U MopaKeHne NpaBbiX OTAEN0B CEPALA MOBLIWAKT PUCK CMEPTU NaLUeHTa?

»> B 1988 roay KapuuHounaHoe cepaue BcTpevanocb y 19-53% nauumeHToB C
KapUUHOWAHbIM CUHAPOMOM?.

»> B 2005 roay, npu BHeAPEHUM 3XOKapAnorpadmuyeckmux KpUTepmnes, 4actoTa
BCTPEYaeMOCTU NALMEHTOB C KapLMHOUAHbIM cepauem Bbipocna Ao 35%-77% 3

»> B 10-15% cnyyaeB HabaogaeTca NoparKeHMe KnanaHoB 1IEBOrO cepALa

P> Yy KaXAoro nAToro 60/1bHOro MOXKET ObITb Ha4aI0M KAMHUYECKUX NPOSIBNEHWNN
dyHKUMoHupyowmx H30

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)




KapunHongHbin cMHAPOM accoLlMMpPOBaH C
me3eHTepuanbHbim Pnbposom

 H3O0 c npoucxoxkaeHmem n3s cpeaHeu
KULWKN aCCOLMMPOBAHbI C Pa3BUTUEM
Me3eHTepuasibHoro pnbposa, KOTOpPbIN
BbI3blBaeT KOMMPECCMIO Me3eHTepPMaNbHbIX
COCYyA0B U ABNAETCA NPUYMHOU ULLEMUU
KULLIKW U CMHAPOMA Manbabcopbumm

e Ob6CTPYKUMA KMLWEYHMNKA 4YaCTO BO3HUKAET
BCIeACTBME POCTA NEPBUYHOMN OMYXONMU:

v Cpeam 314 naumeHTOB C OMYXO/blo CpeaHen
KULWKK, Yy 46% naymeHTOB ObIN0 BbIMONHEHO
9KCTPEeHHOoe onepaTUBHOE BMeLLaTe/IbCTBO
n3-3a 06CTPYKLUM NEPBUYHOM OMYXO/btO

8th Annual ENETS Barcelona
2018




OunarHoctmnka H20 XKKT n KapumHonaHoro
CMHAPOMA
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Pa3HooGpa3ue CMMNTOMOB, XapaKTepHbIX AN MHOTMX 3a6oneBaHui
COCTOSIHUMN, MOXET 3aTPyaHATb AndchepeHUManbHY0 AUMarHOCTUKY 2

Hecneumdunyeckme cMMNTOMbI XapaKTePHbI U AR KapLUHOUAHOTO CUHAPE

MeHonay3a

CUHAPOM pa3aparKeHHOr
KULLIEYHMKA

MNuuwesana anneprma

ANKoronnsm
Hespo3
HelposaHAoKpHHHan
Onyxo/ib [NenTnyecKkana A3Ba
Actma TpeBOXHOCTb

TUpeoToKCHKO3
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.




HecneunpmyHOCTbL CUMNTOMOB 4acTo NPUBOAUT K nc
ANarHoCTUukKe

Crnimcok nutepartypsl: 1. Modlin IM, Moss SF, Chung DC, Jensen RT, Snyderwine E. J Natl Cancer Inst. 2008;100(18):1282-1289.



CucteMHbI noaxoa B AMarHOCTUKE
KapuuHonagHoro cnHgpoma n HoO

Busyanusauus

Buoncusa

Mapkepbl
PKep KnuHuka




KnnHunyeckoe o6cnenosaHue. Busyanusauus

PagnounsotonHaa cCUMHTMIpadmua ¢ aHanoramm
COMATOCTaTUHA — ANA
BbicOKOAMbdepeHuUMpoBaHHbIX HI0

M3T/KT «Bcero Tena» c °8Ga-DOTA-TATE u %8Ga-
agg')A-NOC - AnA BbicOKoANPPepeHUMPOBaAHHbIX

[103UTPOHHO-9MUCCHMOHHAA Tomorpaduma (M3T-
6N — ANa HEMPOIHAOKPUHHBIX KapPLUHOM

KT/MPT rpyaHoi, 6ptolLiHOM NONOCTU, MONOCTU
Tasa

KT/MPT runodusa npu nogo3peHmumn Ha MIH |

MPT
KT nmueBoro ckeneta npm MeTacTaTU4YecKkmnx
onyxonax 6e3 BbIABAEHHOIo NepPBMYHOro o4ara
YnbTpassyKkoBaa Tomorpadpus (Y3N)
dHAocKoNMA (B TOM YMCNe IHTEPOCKONUA)
KancynbHaAa saHOAOCKONUA
rnaT

JHA0CKONMYEeCcKoe Y bT§a3ByI-(OBO€
nccneposaHue (3Ha0-Y3N)

9XO-kapanorpaduma (9XO-KI)-ocHoBHOM _
CKPUHWUHIOBbLIN METOA, NPU KapLUUHOUAHOMN
6onesHu cepaua (K6C)




Buoxummueckme mapkepbl HEMPOIHAOKPUHHbBIX ONyXo/en

=t
RS-
.

CbIBOpPOTKa MJIM I/1a3Ma KpoByu: CbIBOPOTKA MJIN 1/1a3Ma KPOBM:

CepoToHuH (5-HT)

XpomorpaHuH A (XrA) e
[MaHKpeaTnyeckni noawnentmna VIHCynuH
C-nentnpg
(rn) [ntoKaroH
o ['McTamMuH
HenmpoHcneundunyeckaa  eHonasa
KanbUNTOHWH
(HCE) MapatupeonaHbii ropmoH (MTI)
A PEHOKOPTUKOTPONHbIA roMoH (AKTI)
a-cybbeanHmua Ba30akTMBHbIN MHTECTMHANbHBLINM NENTUA
(BUIT)
[MTMKONPOTENHOBbIX e ——
[OpMOHOB KaTexonamuHbl
TaXUKNHWHBI
Henponentuabl

5-O0KCMMHAOINNTYKCYCHAs KMCJ/IOTa
(5-OUNYK)

MeTaHedpUHbI

CepoTOHWH




BruoxMmunuyeckme mapkepbl HEMPOIHAOKPUHHbBIX ONYXOAEn

»> HO0 MOXHO AMarHOCTUPOBATb NyTeEM onpeaeneHna AOCTYNHbIX BUONOrMYeCKUX
MapKepOB B CbIBOPOTKE KPOBU U MOYe Yy NALMEHTOB C HeonpeaeNeHHbIMU
aba0MMHANBbHBIMW CUMMNTOMaMM

P> XpomorpaHuH A (XrA) nnasmbl KpOBY - PaHHMIN MapKep KapuuHOWAHbIX onyxonenm,
KOTOopbIn naeHtTudumumnpyet HIO:

v 10 90% H30, BHe 3aBMCMMOCTM OT CUMMTOMOB, CEKPETUPYIOT XPOMOrpaHuH A

v onpeaeneHune XrA no3sonseT noayYntb MHPOPMaLMIO O TEHAEHLMUN TeYEeHUA
6onesnHun

v'nosbiweHne XrA B CbIBOPOTKE KPOBU MOMKET YKa3blBaTb Ha BO3MOKHYIO MPOrpeccuio
Onyxosu

P> XpomorpaHuH A ncnonbayetcs AN MOHUTOPUPOBAHMSA TEPANEBTUYECKOrO OTBETA

»> o HeKoTopbiM AaHHbIM XrA 6onee YyBCTBUTENEH A5 OLUEHKM NPOrpeccupoBaHms,
Yyem MeToAbl IY4EBOM AMArHOCTUKKU (4yBCTBUTENBHOCTL 85%)

p> Heobxoanmo yumTbiBaTb, YTO APYrMe COCTOSSHMA MOTYT Bbi3blBaTb YBEIMYEHUE
COAEPKAaHUA XPOMOrpPaHMHA A U NPUBOAUTL K IOXKHO MONOXKUTENbHbIM Pe3yabTaTaM:
XPOHUYECKUMN racTpuT, HapyleHne GyHKLUUM NoYeK, NPUMEHEHMNE UHIMOUTOPOB

M pOTOH HOW Nomnbl Cnucok nutepatypbl: 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.




| &
Cneuundunyeckme 6MoxmumMmuyeckue Mmapkepbl KapLUMHOULHOIO
CUHAPOMA M KapuuHOMAHOW 6one3Hu cepaua

CepOTOHUH NNnasmbl KPOBU
v rMNepnpoayKLma MOXeT ABNATbCA NPU3HAKOM KapLMHOWAHOro CUHAPOMA
v’ pa3BuTUA Ppnbpo3a 3HAO0KapAa U KNanaHoB
5-O0KCUMHA0NYKCYCHaA Kucnota (5-OUYK) moum — npoayKT pacnasaa
CepOTOHMHA
NOBbIWEHHAA SKCKPEeLUA MOXKET ABNATbLCA MPU3IHAKOM KapUMHOUAHOIo
CUHAOPOMA
v' panTensHoe nosbiweHne 5-OUYK > 75 MKMO/b/CyTKY, yBennumnsaeT
BEPOATHOCTb MNopaxkeHuAa cepaua n passutma KbC

v’ MOCTOAHHO HU3KKUI ypoBeHb 5-ONYK - 6onee 6haronpuaTHoe TeyeHme KBC

» Ha ceroaHAWHMM AeHb cambiM «NpeacKasaTe/ibHbiM» BMomapKepom Ans
KapUMHONOHOM 00/1IE3HU CepALa ABNAETCA HAaTpUypeTuyecknim nentug, B-
TMna (NT-proBNP)

v KOTOPbIN MMEeT KaK AMarHoCTUYECKOe, Tak M MPOrHOCTMYECKOe 3HaYeHme
AN OLEHKM cepaevyHon geatenbHocTu npu KBC




JleyeHue
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anIHLIVIan ne4yeHumsA KapumHonaHoro cmHapomMma

KomnnekcHoe neuyeHmne HI0, HanpasaeHHOE Ha CHUXKeHUe NPoAYKLUn
ropMoHOB

Buortepanua (HanpaBneHHaA peuenTopHasa Tepanusn)
v/ aHasorm comaTtoctaTMHa
v’ o-uHTepdepoHbl
JlokanbHble meToabl BO34EeACTBUA:

v’ NloKopernoHapHas Tepanua (cenektmsHas ambonnsaums

N XMMNO3IMDBONMN3aLUMA C OKKIO3MEN NEeYEHOUYHOW apTepun)
v’ paguouactoTHas abnauma (PYA)

AKTMBHAA XMPypruyeckasa TakTUKa:
v’ paguKasibHble U UUMTOPeayKTUBHbIE ornepauun

CuctemHasn Tepanus:
v TapreTHas Tepanus
v\ Xxummotepanus
v’ pagunoHyknuaHasa Tepanua PRRT- 177LuDOTATATE (B Poccum He ncnonb3yetca)

v cenekTnBHaa bpaxmTtepanua (meueHHble 90Y mukpocdepsbl) —
3KCnepMMeHTaNbHaA MeToauKa (B Poccmm He ncnonb3yetca)

CumnTomaTunyeckan Tepanna KapuMHOnaHoro CMHApoma




CucremHas tepanus

» AHanoru comartoctanHa (AC) - OCHOBHble CUCTEMHbIE NpenapaTbl NP KapuMHOUAHOM 60A .,

cepaua.
»  BnusHue AC Ha dnbpPO3 NOKa Mano U3y4yeHo

» C npumeHeHnem AC cBA3bIBAOT CHUMXKEHME YaCTOTbl NOPaXKEHUA KnanaHoB cepaua npu
KapUMHOMAHOM CUHAPOME

» Wcnonb3zoBaHne AC NPUHOCUT AOMNO/IHUTENbHbIE NPEUMYLLLECTBA NALMEHTAM 3a CYET
3amenneHua Uaun npegoTepaweHma nporpeccupoBaHma KbC

» B «anoxy» npumeHeHua AC 3abonesaemoctb KBC cHM3mnacb ao 20%

» AC HeobxoaAMMO Ha3Ha4yaTb AaXKe NPU OTCYTCTBUU KAMHUYECKUX NPU3HAKOB KapLMHOUAHOIO
cMHAPOMA, 601bHBbIM C MOBbIWEHHbIM NOPOrOBbIM YPOBHEM OMOMApPKepPOoB (BMOXMMUYECKUI
KapUMHOWUAHbINA CUHAPOM)

» 0b6a3arenbHO Ha3HauYaTb NepuMonepaTuBHO

» 06a3aTenbHO Ha3HauyaTb NPU NPOBEAEHUU NOKaNbHbIX MeTog0B Bo3aencTeua (XIMA, PYA)

> WHTepdepoHbI-a
» PekomeHAylTCA NaLMEHTAM C OTPULATE/IbHBIM CTaTyCOM pPeLenTopoB COMATOCTaTUHA

» Jlnbo npun HenepeHocumoctn AC (1% naumneHToB).




AHanorn comartocratTuHa

OKTpeoTunpg auertar

e CaHgocTaTuH, B TOM Yucne
nponoHrmpoBaHHasa popma JIAP -
HoBapTtuc, Lesenuapuns

* OkTpeoTna, B TOM YnUcrie
NPONOHIrMpoBaHHbIE POPMBI:

e AENO — ®apmcuHTE3, Poccusa
* JIOHI" - Hatnea, Poccusa

NaHpeoTnpg

*ComatynnH® Aytoxenb® (naHpeoTtun) -
NnceH, ®paHums




OTeuyecTBeHHble aHa/1I0rM COMaTOCTaTUHA ,
3apeructpupoBaHHble MOKA3AHMUA

» TepanuAa saHAOKPUHHbIX ONyXonei KenyaouHo-kuweyHoro TpakTa (MKT) u
noaXenyaouyHou Kenesbl:

*  KapuMHOWMAHbIE ONMYXOAN C ABNAEHUAMMN KAPLUMUHONAHOIO CUHAPOMA

*  WHCY/IMHOMbI

* BUlombl

* racTPMHOMbI (cMHAPOM 30NNHIEepPa-INNCOHA)

* [/IIOKAarOHOMbI (419 KOHTPOAA TMNOTMUKEMUM B NpeaonepaLMoHHOM Nepuoae, a
TaKXKe ANA nogaeprkuBatoLwen Tepanmm) comatonnbepruHombl (onyxonu,
XapaKtepusyowmecs runepnpoaykumen puansuHr-gaktTopa ropMoHa pocTa)

» Tepanua akpomeranuu
» Tepanua ropMOHOPE3UCTEHTHOrO paKa NpeacTaTe/IbHOM Xenesbl

OcHOBHbIe HegoOCTaTKU
PaHHue nob6o4HbIe 3¢hhekmei.
- abgoMuHanbHbIN OUCKOMAIOPT, B3QyTUE XNBOTA, CTeaTopes
- KaK npaBuno, ncyesarT B TeYEHNE HECKONbKNUX Heaerb
lMo30Hue nobo4YyHsbIe aghghekmel.
- 0ObpasoBaHue Xen4YHbIX KaMHEN,
- CTOMKas cteatopes (aedonumt BuTammHa [l, manbabcopbumnsa kanbumsa n gepuumt
B12)
Taxuncpumnakcusa (npmBbikaHue) — NPy ANUTENBHOM U NOXU3HEHHOM MPUMEHEHUN




Bo3mOXXHOCTN neveHna pedpakTepHOro KapLUMHOMAHOTO CMHAPOMA

P> Ucnonb3oBaHue ogHoro AC nocne apyroro (OkTpeotuna — JlaHpeoTua)
P> BbICOKME [,03bl aHA/IOr0B COMATOCTaTUHA

P> YMeHblUeHME NHTEPBAAa MEXKAY BBEAEHUAMM

P> MacmpeoTtna,

P> TenotpucrtaT (8 Poccuu He 3apea2ucmpupos8aH)

P> UnTepdepoH anbda

P> KombuHaumna AC+ a-uHTepdepoHoB

P> IBeponmmyc

P> PRRT (pagnoHyknmnaHas Tepanua) 8 Poccuu He ucrnosns3yemcs

P> LinTopenykTuBHbIE onepaumn

P> MpuuenbHas Tepanuna o4aros B NEYEHMU




|
NMacupeotup,

»> Pasireotide - HOBbIN YHUBEPCA/IbHbIA NTAHA, KOTOPbIN CBA3bIBAETCA C
4eTbIpbMA U3 NATU PeLLenTOPOB cOMAToCTaTUHA (SSTR)

»> B nccnepoBanuu Il pasbl y 27% 601bHbBIX C KAPUUHONAHBIM CUHAPOMOM
pasireotide npoaeMoHCTPMPOBaIN NPEUMYLLECTBO NOCAE OTKa3a OT
CTaHAQPTHOM A03bl OKTPeoTmaa LAR

»> OaHaKo, B CpaBHUTE/IbHOM MccnenoBaHum pasireotide n LAR He noKasan
npenmywectso nepen oktpeotnaom LAR 40 mr

P> He ogo0bpeH ANnAa neYyeHna KapuUHONAHOIO CUHAPOMA UAKN APYTNX
dyHKUMoHMpytowmx HI0 (npumeHaeTca Ans nedeHua onyxonem rmnodusa,
CBSI3aHHbIX C 6one3Hbo MueHKo-KyLWwmnHra nnm akpomeranmemn)

P> npumeHeHue pasireotide moxem paccmampueamoscs 8 0moOesibHbIX,
mujamesibHO O0MOBPAHHbLIX CAy4Yasax, Ko20a dpyaue audbl s1e4eHus
KapYyUuHOUOHO20 CUHOPOMA He 3¢hgheKmuBHbI Unu He npeocmasnaromcs
B803MOMCHbIMU, 8 3aeUucumocmu om docmynHocmu (makue Kak loco-
pe2uoHapHasa mepanus, yumopeodyKyus, uHmepgepoH-aabga u Hoevle
/leKapcmeeHHble npenapamsol 8 KAUHUYECKUX UCMbIMAaHUSX).




|
TELESTAR* UccnepoBaHue |l ¢hasbl

Tenotpucrar, telotristat etiprate (LX1032) nepopanbHbit UHIMOUTOP CMHTE3A

CeEPOTOHUHAa, NpeaHa3Ha4YeH ANAa n1e4eHnAa KapumHONaAHOro CUHAPOMa, KOTOprﬁ
HEYAOBNETBOPUTENIBHO KOHTPOTNPYETCA NPUMEHEHNEM aHA/N10roB COMaTOCTaTUHA

KntoueBown pe3ynbtaT uccnegoanus Il ¢pasbl nnauebo-KoHTpoAMPYEMOro
nccnepoBaHmna TELESTAR* nokasan, yuto gob6aBnieHMe K CTaHAAPTHOM Tepanuu
KapumMHouaHoro cnHapoma telotristat etiprate B go3ax 250 mr 1 500 mr
AEMOHCTPUPYET CTaTUCTUYECKM 3HAYMMOEe YMEHbLLEHME 3NMNU30408 AMapen B
TeyeHune 12-HepenbHOro nepuoda nNpPMMeHeHuA

telotristat etiprate mo»keT 6bITb peKOMEHA0BaH B A0ONO/IHEHUE K aHa/I0ram
COMaTOCTaTUHa NPU NJOXO0 YNPaBAAEeMOI AMapee y NaLUeHTOB C KapuUHOUAHbIM
CMHAPOMOM

e Poccuu He 3ape2ucmpupoeaH




o YTo Mbl UMeeM cerogHsa?
Xupypruyeckoe revyeHue.
= |

Xupypruyeckoe nevyeHme nokasaHo, ocobeHHo ana onyxonen G1 v G2, naxe B
cny4vae Hanmumsa meTtacTtasoB B Ne4YeHb Unn/v numdoysnol

LiuTopenyktuBHble onepauumn
MoryT 6biTb METOAOM BbliOOpa, ankTepHaTUBHBLIM NOrO-PErMOHapHON Tepanum

Mpun «Hepe3eKkTabenbHOM» 3ab0NeBaHUM AaHHbIA BapMaHT 1e4eHmna paccMaTpUBaeTca Kak
ManNaTUBHbIN, AN KOHTPOAS CUMNTOMOB, BbI3BaHHbIX rMnepceKkpeumeint NnenTuaHbIxX
FOPMOHOB, C LIe/IbI0 YMEHbLLEHUA «OMyX0/IEBOM MacCChI»

Oco6eHHO NPUMEHUM ANS NALMEHTOB C HEKYNMUPYIOLLMMCS KapLUWUHOWAHbBIM
CUHOPOMOM, pedpakTEPHOMN UHCYITMHOMOW, rIHOKAaroHOMOW 1IN BUNOMOWM

Yalle coyeTaroTca ¢ APpYyrmMmMmmn MeToaamm neyeHuna ana nogaBneHmns CUMNTOMOB:
C ucnosnb3oBaHnem AC uam apyrmx aHTUNpoandepaTMBHbIX areHToB
XUMmmnoambonmsaumemn

paguo4vactoTHOW abnaunen.

ENANIRN

LinTopenykTnBHbIE OnepaLmm BbINOMHAKTCS Y NAUMEHTOB C HEYHKLMOHMPYOLLIMMU
H3O npu ycnosum OTCYTCTBUSA NPOrPECCUPOBAHUSA B TEYEHNE 6 MECSLIEB

Y naumeHToB, cTpagarowmx oT obuiero 6pemeHn 6onesHn.
B peTpocnekTuBHbIX nccnegoBaHnax 6bir1o NokasaHo, YTO B Cnyvae yoaneHus
NEeYEHOUYHbIX MTC , MOBbILLAETCs 00LLas BbIXXMBAEMOCTb OOMNbHbIX.

Neuroendocrinology (DOI:10.1159/000443167)
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(96)

Y10 Mbl UMeeM ceroaHa?
TpaHcnnaHTauus nevyeHu

TpaHcnnaHTauusi B LLeJIOM He peKoMeHAayeTcs

MoxxeT ObITb BbibpaHa Kak onumsa TONbKO AN OTAENbHbIX NALMEHTOB C
KapLUMHOWAHbLIM CUHAPOMOM UMW APYIMMIN OYHKLIMOHUPYOLLIMMW
OnyXxonsmm

[Tp MHOXXECTBEHHbLIX MTC MeYeHn U pepakTePHOCTN K pasnnyHbIM
BUO4aAM CUCTEMHOWN Tepanuu

NMpuHUKMNnbI cenekumun: BoicokoanddepeHumnpoBaHHble HOO, HN3KKI
YpOBEHb OUNNPYOMHA, OTCYTCTBME MTC B APYrUxX opraHax

OO6Owana BbNKMBAEMOCTb MOXET ObITb yBenuyeHa 6ornee yem Ha 5 ner
OnNga oTaenbHbIX NaunNeHTOB

Neuroendocrinology (DOI:10.1159/000443167)
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YTO0 Mbl MeeM cerogHA? E
Xupypruyeckme sMmellaTenscrea
MuHUManbHOE KOHCEHCYCHOE 3aK/II0UEHUE

Xupypruyeckoe BMeLlaTeNbCTBO U/MNN 3aMEHSIIOLLINE METOAbI CreaYyET yYnUTbiBaTb
Npu Ha4yarbHOM AMarHOCTUKE U B xode 3aborieBaHus B Ka4ecTBe anbrepHaTuBbI
CUCTEMHOW Tepanuu

Y naumeHToB ¢ pyHKUMOHMpYOWuMn H3O go nHnuymmnposaHus nobbix npouenyp
Ha nevyeHn Tpebyetcsa Tepanus AC c Lenbto NpegynpexaneHnsa KapumHongHoro
Kpuaa

LinTopeaykTuBHast XMpyprusi nokasaHa otaesibHbIM naumeHTam c
dyHKunoHupyrowmmm HoO ¢ npenmMmyLeCTBEHHLIM MOPaXKEHNEM NEYEHN, YTO
yrnydwaeT KOHTPOSib CMHAPOMA, AaXe €CnK Harpyaka onyxonuv nevyeHn MoXeT ObITb
CHmXKeHa meHee 4YeM Ha 90%

TpaHcnnaHTaums NevYeHn BMNsSeTcs BapMaHTOM Afsl O4YeHb TLLATEeNbHO OTOBPaHHbIX
NnauMeHToB, NPeanoYTUTENbHO Y MOMOAbIX NaUMeHTOB

¢ pyHKUMoHMpyowmMmn H3O, koTopble AEMOHCTPUPOBANM paHHee YCTONYMBOCTb K
MeanKaMeHTO3HOW Tepanuu

Neuroendocrinology (DOI:10.1159/000443167)




(96) Y10 Mbl UMeeM ceroaHa? .
JIlokopernoHapHasa Tepanusa.
] 0

Imbonunsaund

Xnmmoambonmasauus

Pagunoambonusauus,

PagnoBonHoBas abnauma nnnm MMKpOBOSHOBast AECTPYKLUMS.

B oTCyTCTBUMN KPYMHbIX CPaBHUTENbHbIX NUCCIIEA0BaHNI JTOKO-PErMoHarnbHOM
C CUCTEMHOW Tepanuen, peLleHne A0MKHO ObiTb NMPUHATO MHAMBMAYATBHO.

Mo3KeT ObITb a/IbTEPHATUBHbLIM BaPUAHTOM A1 CUCTEMHbIX METOA0B /Ie4YEHUA, ECNU
6071€e3Hb OrpaHNYeHa NevyeHbto

B crnyyae goyHKUMOHMPOBAHUSA OMyXonu, nepen npoueaypon AoimKHbI ObITb
HasHadyeHbl ACC onsa npegynpexgeHns KapunHouaHoro Kpumsa.

MoxxeT npoeoanUTbCA NOBTOPHO B TEYEHUNE 6onesHu.

Neuroendocrinology (DOI:10.1159/000443167)




Xnmmnosambéonusaums

Yncno 6onbHbIX - 40

5-neTHAA BbIXKMBaemMocTb 48%

MepamnaHa obuien BbixkuBaemoctn 51 mec.

20.10.2006 r.

12.01.2007 r.

30.05.2007 .

O HEKTUBHOCTL apTepuanbHON XuMmnoambonusauum
npu metactaszax H3O nogxenyoovHoun xenesbl

16.01.2008 .




Yero mbl HE nmeem cerogHa?
PaguoHyknugHasa tepanus

PRRT (°°Y-DOTA-TOC, //Lu-DOTA-TATE) pekomeHayeTcs
nocsae Heyaaun meauKameHTO3HOW Tepanuu

He onpegeneHa 4yeTKaa nocnenoBaTelbHOCTb
NPUMeHeHnA TapreTHbix npenapatos n PRRT

CenektnBHana 6paxutepanus (meyeHHble 90Y Nid 2(‘]

MUKpocdepbl) aKCNepMMEHTaNbHbI MeTos, B Poccu He

MCNONb3yeTcA Practical Guidance
on Peptide Receptor

eblbop memoOda sieyeHuUs 0CHOB8bIBaAeMcA Ha Radionuclide

Therapy (PRRNT) for

ocobeHHOCMAX KOHKpemHoe20o nayueHma Newcandootis T iae

(pa3mep, nokanuszayus, ob6vem nopaxceHus nevyeHu,
e8acKynAapu3sayus, npoaugepamusHbsiii UHOEKC)
U MecmHo20 onsima epa4eli

) 1AEA

Interrationat Atomic Enesgy Agency

Neuroendocrinology (DOI:10.1159/000443167)
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»>

»>

BbiBOAbI

MoBblWEeHWEe OHKONOrMYECKOM HAaCTOPOXKEHHOCTN cnocobcTByeT paHHen anarHoctuke H30

MpuHUMNManbHoe 3Ha4YeHne nmeeT paHee BbiaBaeHUe HI0 u mexancumninHapHoe
B3aMMOAENCTBME BPaYen Pa3/IMYHbIX CMeLmabHOCTEN

Y nauneHToB c HeonpeaeneHHbIMM aba0MMHANBbHBIMK CUMMATOMaMM Hannydme HI0 m
KapUMHOMAHOIO CMHAPOMA MOXHO AMAarHOCTUPOBATb NyTEM onpeaeneHma A0CTYNHbIX
6MON0rMYEeCcKMX MapKepPoOB B CbIBOPOTKE KPOBU U MoYe

AC- OCHOBHbIE CUCTEMHbIE npenapaTbl NPU KapUMHOUAHOM CUHAPOME U KapLUHOUAHOMN
6one3Hu cepaua

AC HeobxoaMMO Ha3Ha4YaTb AaXKe NP OTCYTCTBUM KNMHUYECKMX MPU3HAKOB KapLUUHONAHOrO
CUHAPOMa MPU NPEBbLILEHUN NOPOroBOro YpoBHA BOMapKepoB

AC npumeHA0TCA NepnonepaTMBHO ANA NpeaynpexKaeHns KapumMHOUAHOro Kpu3a

[insa npeogoneHnsa Taxndbunakcum NpakTUKyeTca nosbileHne Ao3 AC 1 KoppeKLuusa PexxnmoB
BBeAEHUA

AC NPUMEHATCA ANTNTENIbHO KaK B MOHOTEpPAarnun, Tak n B KOM6VIHaLI,MM C CX-VIHTep(I)epOHaMVI,
TAPreTHbIMU NnpenapaTamm 1 XVIMVIOTepaI'Illleﬁ

AKTUBHaA XMPYpPruyecKasa TakTUKa U JIOKaIbHble METOAbl BO3AENCTBUA YAydLLIAOT NPOrHO3
TeyeHuns 3aboneBaHMA U MOTyT NPUMEHATLCA NO3TANHO Ha POHE CUCTEMHOM /IEKAPCTBEHHOM
Tepanuu
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TS
Oco06eHHOCTU KNIMHUYECKOU KapTUHbI KAPLUHOUAHOIO CUHAPOMA

«ATUNUNYHBLIA» NPUNUB
MNcTtamuMHOBLIN NpunuBe

»> ATUNUYHLIA NPUAMUB A/INTCA HECKOJIbKO 4acoB WU
AHeN

= Habniopgaetca CcToMKoe bGarpoBoe OKpalMBaHME
KOXW nua

= MoryT opmmnpoBaTbCs MyHboKne MOpPLLUHbBI Ha Ny

= QocTatoTCcA Te/fieaHrnMaKTasum, dbopmupyeTtcs
rmnepTpodua KoXKM N1Mua U BepXHEn 4YacTu Weun

® BO3MOX€H LUMaHO3 HOCOI'y6HOI'O TPpEeyroibHNMKa “
dKPOLUMNaHO3 BEPXHUX KOHel-IHOCTeI\/'L

" paclmpeHmne cocyaoB KOHbIOKTUBbI, C1e30Te4YeHme
=  HpoHXxocna3m

"  [UNOTOHUA

" peagKo b6biBaeT gnapes

»> MMcTamUHOBbLIN NPUAUB

lNMayuenmka HMHWL] oHkonoauu

" APKO-KpacHble NATHa HenpasuabHOM GOpPMbI, 4acTo
PACcMo/IOKEHbl BOKPYT LLEU U HA PyKax




AHanoru comaTtoctaTMHa B KITMHM4YeCKoM npakTuke ¢ 1987r"

C noasneHnem AC cBA3aHO JOCTOBEPHOE YBE/IMYEHNE MeAUAHDBI BbIXKMBAEMOCTU Y NMALMEHTA
¢ AnccemmHmnpoBaHHbiMK HI0 3a nepuropa, 1988-2004 (39 mecsaueB) MO CPaBHEHUIO

c 1973-1987 ropamu (18 mecsues)

1.0 - OTpaneHHble pesyrnbraThl

0.8 - MeanaHa BbIXKMBaeMOCTH

== 1973-1987 18 mecAues
1988-2004 39 mecsaues

BepOFITHOCTb BbDKNBAHUA

0 12 24 36 48 60 72 84 96 108120
Bpems (Mecaubl)

1.Yao JC etal. J Clin Oncol 2008;26:3063-3072

v'IameHeHne TedeHus
HENPOIHOOKPUHHBLIX
onyxosieu

v Jlyqwinim KOHTpPOnb
KapuuHOMAHOro cMHapoma

v KapumHongHbin Kpu3
NPaKTUYECKN He
HabnogaeTcs

* [NaHHble aHanu3a 35 825
cnyvaes H3O,
BbISIBIIEHHbIX B
perncrpax




EcTb nu anbTepHaTUBHOE neYeHune rnpu pasBuTMmn Taxmdunakcum

YV V V

Npu pa3BUTUM pePpPaKTEPHOCTU K OOAHOMY aHaIory BO3MOXKHO NOAYYUTb IOPEKT
MCNONb30BaHMKN APYroro. Takas BO3MOXKHOCTb NOKa3aHa 4/1A NPOAOHIMPOBAHHbIX
KOPOTKUX popm

B cnyyae HenepeHoOCMMOCTU BONbHBIMW OKTPEOTUAA, MOXKET ObITb Yay4YlleHUe OT
NaHpeoTnaa n HaobopoT

npaKTMI-(yeTCFI nosbilleHMe A03bl NI YMEHbLUEHNE NHTEPBA/1a MeX4y BBEAEHNAMU

B KAMHUYECKUX nccneagoBaHuax nsydaetca MacepmoTtug (SOM 230)
Ncnonb3yetca kombuHauma AC+ a-mHTeppepoHoB

an Nna0Xxo ynpanIFIEMOIZ Anapee Ha (I)OHe NnPUMEHEHUA aHANN0IroB COMATOCTATUHA K
JIEYEHUIO MOXKET bbITb ,u,o6a BNeH TeNOTPUCTAT




