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IMOBEJEHUE ITPY TOPAKAJIHU Y1 TACTPOEHTEPOITAHKPEACHHU HEBPOEHJOKPMHHY TVYMOPHU

: OPE 2012

Knuanyuxo PBKOBOACTBO, OCHOBAHO Ha A0KA3aTEeJICTBa / HaumoHnanex EKCTIepTeH 6op,u

BBBEAEHIE

HacTos10To PbKOBOACTBO € KOHCEHCYCHO CTAHOBUIlE HA MYATMAMCLMIIAMHAPEH eKMUII,
BKAIOUBALI €KCIEePTU MO HeBPoeHAOKpuHHM Tymopu (HETM) OT HSKOAKO MEAMLIMHCKM
CIIELMAAHOCTY U TeXHY HALMOHAAHNM OPAHINOBM OpraHmsayy: BbArapcko ApyXecTBo 1o
racTPOEHTEPOAOTMS, BhATApCKO XUPYPIMUECKO APYKeCTBO, [MAAMS HA AbYeTepareBTUTE
B Bparapus, BbArapcko oHKOAOrMYHO ApY)XecTBO, BbArapcka acouyauys o paAMoAOrus,
BbATapCcKo APY>KeCTBO 110 HyKAeapHa MeAuLMHa 1 Bbarapcko Apyxectso mo natoaorus. Ot
APYra CTpaHa, pPbKOBOACTBOTO TPEACTABsI IPMHLIMIATE U IPAKTUKUTE HA ABATA HOBOCH3AA-
Aerut Haumonaanu HET-uentpose: YMBAA Lapuya Hoanna VICYA — Codus u YMBAA
Csema Mapuna — BapHa. AOKYMEHTBT e U3pabOTeH B CTUA HA pBKOBOOCHIBO 30 KAUHUHHA
npakmuka, 0cHoBaro Ha dokaszameacmsa (evidence-based clinical practice guidelines).

Hyxaara oT HalMOHAaAHO PBKOBOACTBO 3a MOBEAEHNME IPY TOPAKAAHU M FaCTPOEHTEPO-
mankpeacin HETu e 06ycaoBeHa 0T uskAmunTeAHaTa UM Crieluka 1 HapacTBaljaTa 1M
KAMHJMYHA aKTYaAHOCT 32 CBETOBHATA 1 ObArapcKara OHKOAOIUs. 3a00AeBaeMOCTTa OT TO-
paxaaHn HETu B EBpornericku cbio3 e 1.35/100 000 1 cbcTaBst 0KOAO 25% OT BCUYKY CAyYan
Ha HETu.! Ilpu ractpoenteponankpeacin HETu 3aboaeBaemocrTa B EBpormeiicku cbio3 o1-
41Ta AOCTOBEpHO HapacTBaHe — ot 3.0/100 000 xbm 5.2/100 000.? 3a Pemry6anxa bvarapus
AVIICBAT TPEL3HY eIMAEMUOAOTYHI AQHHIL.

LleA Ha pPKOBOACTBOTO € Ad TIPEACTABU ChBPEMEHHUTE AATOPUTMY 33 KAMHUYHO TTOBEAEHMe
npy TopakaAHu u ractpoenteponankpeacin HETu B ecenumaaHa gopma, apantupaHa 3a
MEeAMLMHCKATA MPAKTHKa B bbATapus.

P'bKOBOACTBOTO € IIpeAHa3HA4Y€HO 3a BCUYKM MEAVLIMHCKM CIIELIMAAHOCTHY, KOUTO C€ 3aHUMa-
BaT C pa3AMYHM HAlIPpaBAEHN HA TIOBEAECHIE ITPU HETu: ITYAMOAO3!1, TACTPOEHTEPOAO3Y, TTa-
TOAO3!U, TOpAKAaAHUM 1 KOPEMHU XUDPYP3U, paAOAO3M, HYKA€APDHI MEANLIV, AbYE€TEepaIleBTH,
MEAULIMTHCKM OHKOAO3H, OﬁlﬂOHpaKTI/IKyBaHH/I A€Kapy, (t)apMaLleBTM 1 MEAULIMHCKY CeCTPU.

AOKYMEHT'I)T VIMa NPEMOpPHIUTEAEH XapaAKTEP.
METOAM

PBKOBOACTBOTO 32 KAMHUYHO ITIOBEAEHME IIPYM TOPAKAAHM Y TI'aCTPOEHTEpPONAHKPeaCHU
HETu e ocHOBaHO Ha AOKa3aTeACTBa 1 € CTPYKTYPMpPAaHO B oceM paspeAa. Bcekn oT TsX cb-
AbpXKa pPe3IMUPAH AUTEPATYPEH 0030p BBPXY ChOTBETHNS IIPOOAEM 1 U3LISIAO Ce IT030BaBa
Ha MEAMIIVHA, OCHOBAHA HA AOKA3aTEACTBA. B Kpast Ha BCeKu pasaeA ca AeQUHUPAHM TIPero-
PBKI, OIMCAHY C YE€TUPY CTeleHn Ha npenopbunteaHoct (A, B, C u D) cropea Oxcdopa-
CKUSL LIEHTbD 32 MEAMLIMHA, OCHOBaHa Ha pokadareactBa (CEBM)*u kpM Ts1x ca pobaBeHn
aKLEeHTH 32 A0Opa IIPaKTHKA.



IIOBENEHUE ITPY TOPAKAJTHHU U TACTPOEHTEPOITAHKPEACHH HEBPOEH/JOKPHHH TYMOPHU
KnuHnuHo pbKoBOACTBO, 0CHOBaHO Ha Aokasarenctsa / HalmoHaneH excriepren 6opa

Husa Ha 0oka3zamercmBeHOCH

Huso Tun Ha AOKa3aTeACTBO
AoKa3aTeACTBO, TOAYYEHO OT CUCTEMEH 0030p MAM PAHAOMM3MPAHN IIPOYUBAHMA.
A0Ka3aTeACTBO, IOAYHYEHO OT OTAEAHO PAHAOMMU3UPAHO IIPOYUBAHEe AU HAOAIOAATEAHO IIPOYUBAHE C ADAMATHYEH e(eKT.
AoKa3aTeACTBO, TOAY4EHO OT HEPAHAOMMU3UPAHY KOHTPOAMPAHU KOXOPTHM IIPOYYBaHNA.

AOKaSaTeACTBO, TIOAYY€HO OT CepuM Ha CAydal, KOHTPOAU Ha CAy4Yau MAU UCTOPUYIECKN KOHTPOAVPAHU NTPOYYBaAHMA.

ApI‘YMeHTI/I, OCHOBaHM Ha PyTMHHA NPaKTUKa.

CmeneHnu Ha npenops4umerHocm

CreneH CbBMECTUMOCT C HUBO Ha AOKa3aTeACTBEHOCT
A CpbBMecTMMA C IPOYYBAHYI C HUBO Ha AOKA3aTeACTBEHOCT 1.
B CpbBMecTMMA C IIPOYYBAHYVISL C HMBO Ha AOKA3aTEACTBEHOCT 2 MAY 3 UAl eKCTPANIOAALMM* OT IPOYYBAHMA C HIBO HA AOKAa3aTEACTBEHOCT 1.
C ITpoyuBaHMs C HMBO Ha AOKA3aTEACTBEHOCT 4 1411 eKCTPANIOAALIMM OT NPOYYBAHMA C HMBO HA AOKA3aTEACTBEHOCT 2 MAM 3.
D

HuBo Ha AOKa3aTeACTBEHOCT 5uru HEITOCACAOBATEAHU AU Hey6€AI/ITeAHI/I NpOoy4BaHM HAa BCIKO HUBO.

* EKCWl[)ﬂVlO/ldlng}l — VI3IIOA3BAHE HA AQHHU ITPY BP3MO)KHOCT 338 KAMHMYHO 3HAYVMMM Pa3AVKY B CpaBHEHME C OPUTMHAAHATA CUTYaLMA HA TIPOYYBAHETO.
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Axyenmu 3a 000pa npakmuka
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l'[per[opm(m 3a Ha];[—AO6'bp MMOAXOA, OCHOBaHU HA KAMHUYHUA OIIUT HA €KCIIEPTHUA 60pA.
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KAVIHMYHO IMPEACTABAHE I MAPIIPYT HA ITALIMEHTA

N 1.1. CUMITTOMU U ITIPU3HALV ITPY1 TOPAKAAHU U
TACTPOEHTEPOITAHKPEACHII HEBPOEHAOKPVHHU TYMOPU
Bopucaas Baadumupos

Hespoenpoxpurture Tymopu (HETu) ca xeTeporeHHa rpyra ¢ AOKaAM3aLysi B pasAM4HI Opra-
HI, TIOPaAM KOETO MMaT pasHooOpasHa KAMHIYHA 13siBa. OCBEH OT AOKAAM3ALISITA, KAVHIYHNUTE
CHMITTOMY 3aBUCAT U OT CeKpeTnpanuTe 6rioaornany Beectsa (7a6a. 1 v 2). Tlpu HeyHKLMOHY-
pauu (Hecekpetupary) uan Heaudepenumpar HETu Tesu crietmdyysy cummromu Anrcsar.
Hait-yecto HETu ce pasBuBar B IPOABAYKEHIE HA TOAVHM OE3CUMIITTOMHO MAM C HeCTIeLbUIHN
OIAQKBAHISE U Ce U3SIBSIBAT C OeAesiTe Ha HAaNPeAHAAQ OOAECT — MeTacTasy U/MAM YCAOXKHEHSI
(Harp. 06CTPYKLMS, AOKAAHA MHBA3VIS, 3aAyX, KPBBOXPAK, KOpEMHA OOAKa, raeHe, TIOBPbIIAHE,
KPbBOM3AUB, SKbATEHMLA U ApYrn). HuckopuQepeHUMpaHmsT HeBPOEHAOKPUHEH KapLIMHOM
(HEK) nporuya ¢ opraHocreLduaHy CUMITTOMM KATO IIPU KAPLHOM, T.e. BUHATY 6€3 eHAOKPUH-
Hut cumntomut. [Tpu Metactasu B Anvdrnu Bb3an or HET ¢ HeyTouHeHa ITbpBIYHA AOKAAM3ALIASE,
OTKPUTH CAYHAITHO Ype3 00pa3HO 13CAEABAHE, HAlI-4ECT CUMIITOM € AVICKOM(OPT.

Kapy, cundpom. [TposiBsiBa ce Karo KbceH cummToM (Bix a6 1). XapakrepHu beae-

311 32 €HAOKDPMHHA (CEKPETOPHA) AMApIist Ca: TOASIM 00eM M3IPXHEHNsI C BOAHMCT XapakTep,
MePCUCTUPALY TIPY TAAAYBAHe, CUMIITOMYM HA XUIOKAAMEMMS, XUIIEPXAOPXUADUS, aLMUAO-
3a. HeeHpOKpnHHaTa (HeceKpeTOpHa) AMapus ce XapakTepuaupa ¢ Maabk obem (< 1 1/aeH) Ha

MBMPKHEHN U TT0AOOpsIBaHe TPy raaayBate. B yacT ot cayuanTe ce HabAIOAQBAT U KPaMITHL.
CunApoMBT ce cpetta py 1op 10% ot kapuyHouauTe, Karo npy HETu Ha ThHKO YepBo, areH-
AVKC 11 QYHKIMOHMPAILM TYMOPH Ha IIaHKpeac e B 0koao 30%. YecToTara My e B 3aBUCHMOCT OT
aoxaavsaupastita. ITpu HETu Ha TOpaxc u ropeH racTponHTtecTiHaAeH TpaxT (foregut — 10-15%),
BKAIOYBAIIM TUMYC, O5IA APOD, XPAHOIIPOBOA, CTOMAX, AYOAEHYM, TTAHKPeac 1 yepeH Apob, Mo-
raT AQ POTEKAT C aTUNMYEeH KapLHOMAEH CUHAPOM. TIpy cpeaeH racTpOMHTeCTHHAACH TPAKT
(midgut — 30-75%), BKAIOUBALL| IA€YM, LIEKYM, AIEHAVKC, 1 BB3XOASILIO AeDeA0 4epBO, € Xapak-
TepeH KAACHYeCK! KapLMHOMAEH CMHAPOM. ITpu AoAeH racTponHTecTHAACH TPAKT (hindgut —
15-30%), BKAKOUBALI ASIBO A€OEAO YePBO U PEKTYM, AUTICBAT MPOSIBU Ha KAPLMHOMAEH CHAPOM.

Kaunuuna npossa cnoped rokarusayust. Topaxarnu HETu (654 0po6 u mumyc). Tlporudar 6e3
CUMITTOMM B 92%, AUCKOM(OPT B IPbAEH KOLL, KPbBOXPAK, KAIIANLIQ, PELIAMBMPAILI 6EAOAPOOHM
nHbexuy, pebprAnTeT, XpUIIoBe (EAHOCTPAHHO, 0-4ecTo BAscHO). Hap 70% ot Bcaiur HETu Ha
0514 APOO Ca AOKAAM3MPAHY B TOAEMIE OPOHXH, a eAHa TpeTa ca riepridepHI; 61% ca BASICHO, PeAUM-
HO B cpeaeH A00.% TTopaay ToBa, ye HETu Ha TuMyC ca PeAKI TYMOPH, AO €AHa TPeTa Ce OTKPUBAT
CAYYaiTHO [PV PYTHHHA TOPaKaAHa peHTreHorpama. Kapumtonaen curapom npu ropaxaaky HETu e
MHOTO PSIABK (A0 2%). Moxe Aa ce IPOsIBY TPyt Ge3CHMITTOMHY 60AHM CAep GHOPOOPOHXOCKOMILS ¢
Ouoricust MAY XupyprirdHa MaHuIyAaList. OKOAO 2% MOTAT A Ce M3SIBSIT KAVHIYHO ChC CMUHAPOM Ha
Cushing iopaayt eKTOIMYHA CeKpeList Ha aAPEHOKOPTUKOTporieH XopMoH (AKTX).

HETu Ha xpatonposoo. Te ca uskarounteAHo peakn. Hail-4ecTo ce posiBsABaT ChC CUMIIOMM
KaTO TP KAPLIMHOM Ha XPaHOTIPOBOA — Aucdarust u peTpocTepHasHa 60Aka.*

Cmomawny HETu. Hail-4ecto npotnyar 6e3CMITOMHO U Ce OTKPMBAT CAYYAITHO 10 BpeMe
Ha KOHBEHL[OHAAHA TaCTPOCKOIMS A Ce TIPOSIBSIBAT C HecreludUHY ONAQKBAHNUS KaTO
Auckombopt, 60Aka B emracTpuym. KapuyHonpaHusT cuHapom e no-psiapk.”>* Cpear ce
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B Tpu pasHoBUAHOCTY: (1) Tun | (CBBp3aHN ¢ XumepracTpyHeMysi M aBTOUMYHEH XpOHUYeH
aTpouUeH racTPUT C XUIO- AU AXAOPXUAPUS) — IPOTUYAT GE3CUMIITOMHO VAU C HECTIELU-
buuHM omAAKBaHMSL, PIAKO C KapLIMHOMAEH CUHADPOM U 6e3 Geaesn 3a MeTactasu (B 95% ca
Aobpokadectsenn); (2) Tun II (racrpun-npoayumpaim HETu) — ¢be cunapom Ha Zollinger-
Ellison (Bux Ta6a. 2); (3) tun III (ciopapgnunn HETu nan HEK) — pAncnienicus, anemust, Kpb-
BOM3AUB, €BEHTYaAHO CTOMAIIHA 0OCTPYKLys (CTEHO3a Ha IMAOP), KAPLMHOMAEH CUHAPOM
(B 28%), Meractasu (> 80% 10 Bpeme Ha AUArHo3a).

Ayodenarnu HETu. Te ca pepxu (< 3%), 6escumnToMHu (CriopapndHu, HepyHKIUMOHMPALIY),
PSAKO CbC CUHAPOM Ha Zollinger-Ellison npyi racTpuHOMMY, IPOsIBA Ha KbATEHULA (0OCTPYK-
LS HA AMCTAAHA YACT Ha XOAEAOX), aHeMus 1 pucniericus (B 20-35%), ¢ Geaesu 3a MeTacTasu
(mpu mo-roaemu pasmepu — 40% MeTactasy B AMMGbHU Bb3AU 1 YePeH APOD).

HETu Ha mwvHKo yepso. TunmndHo e 6e3CMMITOMHO NpOTHYaHe ¢ ropAuHu. OTKpUBAT Ce CAY-
4altHO TPV XMPYPIUs 32 THHKOYPEBHA OOCTPYKLMSA MAM 3A0KaYeCTBEH TYMOp, Hall-4ecTo
KapLMHOM Ha Aebero uepBo. Pervcrpupar ce Hecmenmbuany cumnromu (AnckomMopopr),
Amnapys (OT YacTMYHA HETIPOXOAMMOCT OT TYMOD, MCXeMUs), MAEYC, MAAHYTPULVS, aHeMUsT
(0T KpHBOMBAUB OT raCTPOMHTECTUHAAEH TPAKT, MHBATMHALMSA), TUIIIMYEH PA3rbPHAT Kap-
LIMHOVIAEH CUHAPOM (TIpM 4ePHOAPOOHNM MeTacTasu 1 rOAsMa PeTpONepUTOHeaAHa Maca,
ApeHmpaia ce BbB V. cava), 6eaesy Ha CepOTOHMH-TIPEAN3BUKAHA Me3eHTepuasHa ¢pubposa
(maamupata ce ,Maca” B KOpeM, KapTHHA Ha MCXeMUYeH eHTePUT, MHPAPKTH, BOABYAYC, h1K-
CHpaHe Ha THHKOYPEBHU OPUMKM C 0OCTPYKL{VS), METACTa3M, ChYeTaHMe C APYTY CUMITOMM
Ha KapLHOMJ Ha raCTPOMHTECTHHAAEH MAY YPOTEHUTAAEH TPAKT.

HETu na anenouxc. TpeprMHO ca 6e3cMITOMHY (MaAKM), OTKPUBAT Ce CAYYaiTHO I10 BpeMme
Ha alleHAEKTOMYs (HAIIpUMep 110 TIOBOA Ha OCTbP AIEHAMLINT).

HETu na debero 4epso. AeMOHCTpUPAT cUMIITOMY Ha ThHKOupeBHu HETH (Lexym), cum-
TOMM KaTo TpH AeGeAodYpeBeH KapLUHOM, HeceluduyHa GoAKa, 3aryba Ha Terao, aHo-
peKcHs, CUMIITOMM Ha METacTasM.

HETu na pexmym. Te ca MaAKY, HeYHKLIMOHMPAILN, HE BOAST AO IIOSIBA HA OPraHOCIIELN-
budHY MAK XOPMOHAAHOCBBP3aHN cumnToMu. OTKPMBAT Ce CAYYalTHO 10 BpEMe Ha PYTMHHA
AOAHA €HAOCKOINS, TO-PSAKO ca ¢ Geaesy Ha MeTacTasy MO-BpeMe Ha AMArHOCTULMPaHe
(BEpOSITHO 10-PaHHA AMArHO3a); TOAEMITE Ce AEMOHCTPMPAT C PeKTaAHO KbpBeHe, a HEK —
CbC CUMIITOMY Ha PeKTAaAEH aAeHOKAPLIMHOM.

Tankpeachu HETu. YecTo ce MPEACTABST C METACTATIYHA OOAECT, C MBKAUEHNE HA MHCYAVH-
TIPOAYLIMPALL TYMOPH, KOUTO ca AobpokadectBern B 85%. [TpoTuyar bescummromHO B 40-65%,
CbC CUMIITOMY OT NPUTVCKAHE, AOKAAHA MHBA3MsI, METACTas! — KopeMHa 00AKa, Oesametntye,
3aryba Ha TerAo, XbATEHIL]A, TIOAOOHO Ha IPU3HALN HA TAHKPEeaceH apeHoKapLyHoM." ¢ OyH-
LoHMpatiyTe TyMopH (35-55%) ce M3SABSIBAT ChC CrIeLM(UHN CUMITTOMY, 3aBICYMU OT BMAQ Ha
CeKpeTMPaHIsi XOPMOH, Hail-4eCTO MHCYAVH ¥ racTpuH (BiK Ta6. 2). KapLyHOMAHMSIT CUHAPOM e
MHOTO PSIABK (C AOLLIA IPOTHO3A IPY OTHOCUTEAHO TOASIMA ITAHKPEACHA TYMOPHA Maca 1 METacTa-
31 TPY TIOCTAaBsIHE Ha AMarHo3ara). MaAkyTe pyHKLMOHMPALIM TYMOPH OCTaBAT Oe3CHMITTOMHIL.

HETu Ha amnyaa Ha Vater (cpunxmep Ha Oddi). Yecto ca cMeceHM — CbC 30HM Ha aAEHOM,
kapuyHoM 1 HET. TTpeacTaBAT ce ¢ XoAeCTasa, bATEHULA Y aHEMVISL.

HETu Ha uepen 0po6. Te ca UBKAUYUTEAHO PEAKHU ITBPBUYHM TYMOPH, NPEAVMHO NPU
JKeHI. AeMOHCTpPUpAT ce ¢ KopeMHa H0AKa, TAATIMPALI Ce YTOAeMeH YepeH APOD 1AM emu-
racTpaAHa Maca.
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B O ITauueHTH ¢ MAHKpeacH! HeBPOEHAOKPUHHI TYMOPU KAMHIYHO YeCTO Ce NMPEACTABSAT C MEeTaCTaTHYHA 00AECT, C I3KAIOUEHNe HAa MHCYAUH-TIPO-
AYILMpaIuTe TYMOpH, KouTo B 85% ca A0GpOKayeCcTBEHM.

C O YcTraHOBSIBAaHETO HA €AVH NPpU3HAK UAU Komﬁmnaum] OT CUMIITOMHU HE€ MO>Ke Ad ITPEACKAa)Ke HAaAYMe HA TOPAKAA€H VAU IraCTPOEHTEpOIIaHKpea-
CeH HEBPOECHAOKPUHEH TYMOP.

O IpenopbYUTEAHO € MALEHTH, PY KOMTO ce HaOAIAABAT MPU3HALM, CYCIIEKTHH 32 KapIUHOUAeH cuHAPoM (Bink Ta6a. 1), A2 G'bAAT HaCOYEHU
KBbM CHELMAAUCT — IIYAMOAOT HAY FACTPOEHTEPOAOT.

Tabauya 1. Xapakmepucmuka Ha munu4ex KapyuHouoeH CUHOpOM.

Opran Cumnrom Yecrora (%)
Koxa [OJNSii 94
Teaeanruexrasuu

51
[acTpOMHTECTHAAEH TPAKT Aviapust 78
Copue: BaaByaonatyst (Gpubposa Ha eHAOKaPAA Ha ASICHO C'bplie C KAQIHM IPOMEHY Ha VV. tricuspidalis/ | AeCHOCTpaHHA CbPAEYHA HEAOCTATBYHOCT 53
pulmonalis)
PecrimpaTopeH TpakT bponxocmnasbm 19
bpbpen ITepudepen otox 19
CraBu Aprpur 7
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Tabauya 2. Xapakmepucmuka Ha NAHKPeAcHU U Opy2y HeBPOEHOOKPUHHIL MYMOPU CHOPeO BUO HA CEeKPEMUPAHU XOPMOHIL.

Bua/cexperupan Kannnyna nssasa CumMnromu
XOPMOH Ha MeTacTaTu4Ha 6oAsect (%)
VucyarHoM/viHCYAH | TTposiBM Ha XMIIOTAVIKEMYIS: MBIIOTSIBAHE, APASHUMOCT, 00'PKAHOCT, CTYIIOP, KOMa 10
TacTpuHOM/TacTpuH Cunppom Ha Zollinger-Ellison (cuMnTomy 1 MOBUILIEHA CTOMAIIHA KMCEAMHHOCT): aHaMHe3a 3 Iell- 60

TUYHA 5I3Ba HA TOPEH raCTPOMHTECTUHAAEH TPAKT — MHOXKECTBEHU S3BU C HEOOMYAITHY AOKAAU3BALIUY
(mocTbyabapHO), pe3UCTEHTHY HA AHTUCEKPETOPHA TEPAIis, YeCTH PELIMAMBY CAeA CIIMPAaHe Ha Tepa-
NS MAM PE3eKLMs Ha CTOMAX; IPOABASKUTEAHA AMApUS MAY CTEATOPes C HEsICEH MPOu3XoA; haMyuAHa
aHaMHe3a 32 TYMOpY Ha Xxunodu3a, aHKpeac MAM NapaTUpPeOrAHY XXAe3H, HeppoAUTHasa.

TAIOKaroHOM/TAIOKaroH | Amaber, aHeMusi, HEKPOTUBMPALL MUTPUPALL epUTeM (AepMaTUT), 3aryba Ha Terao, BeHo3Ha TpoMbo3a, 60
AETIpecus.

ComarocraTuHoM/ Auabet, xoaeanTnasa (ArckomMpopT, 60AKa B ASICHO MOAPeOpUe, SKABIHA KPK3a), AMapusl, CTeaTopes, 84

COMATOCTaTVH XUIIOXAOPXUAPYSL

Bumom/VIP (72% > 5 cm) | BopHucTa aAnapust, 6eAesy Ha XUIIOKAAMEMYsl, XUTIOMAarHesueMyisl, XUIIEePKAALIEMIS], All1IA03Q. 70

<, | Hayuenmu c kaunuunu cumnmomu, npednorazausu HeBpoeHOOKPUHEH MYMOp, MpA0Ba 0a ce HACOYBAM 3a OUAZHOCIUYHO YINOYHABAHE KM HYA-
—@ — | MOAOUHHY UAY 2ACIPOEHINEPONOUHHIL LeHMPOBe, HPUMeNABAUL ONUIM UAU KOUMO CA CHeUWUAAUSUPAHY 3d ma3u Gorect.
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N 1.2. DAMUAHU CUHAPOMU, CBbP3AHV C HEBPOEHAOKPVUHHI
TYMOPU
Bopucaas Bradumupos

TopakaAHuTe ¥ racTpoeHTepoIaHKpeacHn HeBpoeHAOKpuHHM Tymopu (HETu) morar aa
ObAAT CBBP3aHM C TeHeTUYHM AeekTn. HecTo ce chueTaBar C APYIM HeOlAa3Mi, KaTo be-
AOAPODEH KapLHOM, KapLHOM Ha I'bDAQ, IPOCTATa, AAQPUHKC, I{UTOBUAHA JKA€3a, TUMYC,
HapObOpeyHn xaesn.”” Borpeku ve moeyero HETu ce pasBuBar CropapMuHo, HIKOAKO
TeHEeTMYHU CMHAPOMA YBEAMYaBaT 3HAYMMO PUCKA 33 MOsABATA MM; HAll-4eCTO Ca CBbP3aHU
¢ HETu Ha maHKpeac 1 AyopeHyM. KbM TsX crapaT MHOXeCTBeHa €HAOKDMHHA HEONAa3Ms
tun 1 1 2 (MEH 1 n 2), HeBpodubpomarosa tum 1, 6oaect Ha von Hippel-Lindau (VHL) n
TyOeposHa ckaepo3a. Hail-uectn B kannnyHara npakrika ca MEH 1 u VHL. Te ca cBbp3anu
¢ AeeKT Ha KATBYHY PETYAQTOPHY POTENHN U curHaAuy moruua (7a6a.1). lenetnanure
[POMEHY MOTaT A Bb3HUKHAT U CropapnyHo.* Myrauumsita Ha MENI-reHa uAn 3ary6a Ha
A0Kyc 11q13, KbAETO € AOKaAM3MpaH, ce OTKpuBaT B 15% Ao 78% mpu criopaanmyasn HETn.®

MEH 1 ce xapakTepusupa  nosiBa Ha eHTEPOIAHKPEeACH! TYMOPH, XUIIEPIAA3Hs Ha Tapa-
LIMTOBUAHM XAe3u 1 xunodusHu apeHomu. Hait-yect e xurepnaparupeoupusmsr (90%), Ho
OKOAO TOAOBMHATA OT MauyeHTUTe NMaT pasanynn turnose HETu — racrputom (30-50%),
HepyHKLMoHMpaiy TymMopu (20%), uHcyantoM (18%), racrpuxom/uHcyanHoM (5%), raioka-
roHoM (2%), VIP-ripoayuupaim Tymopu (1-9%) u comarocrarutom (1%).*

MEH 2 ce moppasaeast va MEH 2A, MEH 2B. MEH 2A, MEH 2B u dpamuanusit ve-MEH
MeAYAApEeH TUPEOUAEH KapLITHOM Ca CBbP3aHM C TeHETIYHA MYTALS 1 ITOSIBA HA MEAYAAPeH
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TrpeoupeH KapuyHoM B 100%. Crerpmaano MEH 2A e cBbp3aH ¢bliio 1 ¢ He0XpoMOLUTOM
(30-50%) 1 mbpBuyeH xunepraparupeoaussm (10-20%), a MEH 2B - ¢ deoxpomormrom
(44%), HeBpUHOM, MyKO3HM HeBpoMY 1 MapdaHoupeH xaburyc (94-100%). aMuAHUSAT He-
MEH meayAapeH TUDeOMAEH KapLMHOM Ce U3SBSBA CAMOCTOATEAHO C MEAYAAPEeH TUPeoy-
A€H KapLMHOM 1 e reHeTH4HO cxoaeH ¢ MEH 2A, koeto npeanoaara Haanuue Ha MEN2A ¢
HaMaAeHa MeHeTpaLus. BB Bpb3Ka € BICOKATa YECTOTA HA MEAYAAPEeH TUPEOMAEH KapLiy-
HOM, TIpY Te3U CUHAPOMH € NOKa3aHa MPOGUAAKTIYHA TUPEOMACKTOMMSL.

Hespodubpomarosa 1 ce xapakrepusupa ¢ maeKcupopMeHy HeBPOMI, KOUTO MOTAT AQ Ma-
AVTHU3MPAT; CUHAPOMBT € CBbP3aH ChILo 1 ¢ HedyHkumonupauy HETu u comaroctarnHom.

Boaecrra Ha VHL ce xapaktepusupa ¢ XeMaHrno0AaCTOMM Ha LieHTPAAHA HEPBHA CHCTeMa,
peTUHAAHM aHToMM U ObOpevHOKAeTbueH KapLmHOM. OK0AO 65% OT MalLMeHTuTe pasBuBaT
HETw, nait-vecto deoxpomorrom navt HETu Ha mankpeac.

TybeposHara ckAepo3a Ce U3SBSBA KAMHUYHO C MHOXXeCTBeH! (GpuOPOMI, XaMapTOMy U pas-
AVIMHU APYTY AOOPOKAYeCTBEHI Ae31M Ha ChbeAMHNTEAHATA ThKaH; MHOTO PSIAKO Ce acCoLmmpa
CbC 3A0KQYECTBEHI TYMOPY Ha €HAOKPUHHIAS ITAHKpeac.

ITpy Haamune Ha pammaHa aHamHe3a 3a HETu TpsibBa Aa ce IpOBeA€ TeHeTYeH aHAAM3, AQ
Ce M3CAEABAT POACTBEHMLM OT IIbpBa AMHMA 1 Ad ce ThpcaT HETu u3BbH mbpBOHaYaAHO
yCTaHOBEHATa AOKaAM3aLMA.



IMOBEJEHUE ITPY TOPAKAJIHU Y1 TACTPOEHTEPOITAHKPEACHHU HEBPOEHJOKPMHHY TVYMOPHU

Knuanyuxo PBKOBOACTBO, OCHOBAHO Ha A0KA3aTEeJICTBa / HaumoHnanex EKCTIepTeH 6op,u

A HpI/I TOPAKAAHU VAU TACTPOCHTEPONAHKPEACHI HEBPOCHAOKPUMHHU TYMOPU B MAAaAa Bb3PacT MOrar Aa ce moAo3ypar reHeTuIHn Ae(l)eKTl/l (MHO—

)KeCTBeHa eHAOKPMHHA HeonAasus tun 1 u 2, HeBpodubpomarosa Tun 1, 6oaect Ha von Hippel-Lindau n Ty6epo3Ha ckaepo3a) i ce npenopbyBa
ThpCeHe HA MHO)KeCTBEHa TYMOPHA AOKAAU3AINs, KAKTO 1 IPOBEKAAHE Ha KOHCYATAISA ChC CIENMAANCT IO MEAMIIITHCKA TeHeTHKa.

Tabauya 1. Pamusnu mymMopHu CUHOPOMU, CBBP3AHIL C HEBPOEHOOKPUHHU MYMOPIL.

Cunapom TenernyeH pAedeKT/MPOAYKT Tun HET
MEH 1 Myrauus Ha MENI-ren
Mytauusara Ha MENI-reH (11q13), koaupaly TyMOp-CyIIPeCOPEeH IIPOTeNH MEHNH
Tactpunom — HebyHkuuonupai HET — uxcyanHom — apyru HETu
MEH 2 Myrauust Ha RET-TIpOTOOHKOT€H, PeLienTOp Ha TMPO3VH-KIMHa3a MeayAapeH TUPEOMAEH KapLMHOM,

beoxpomorurom

Lindau

Hespodubpomarosa 1 3ary6a Ha NFI-reH Ha xpomMo30Ma 17, KoAupall TyMOp-CYIIpecopeH MpoTenH xaMapTiH, yyacTsaiy | CoMaToCcTaTMHOM
B PeryAalys Ha KAeTBYHMA PACTeX
Boaect Ha von Hippel- | Myrauus Ha 3p25-26-VHL TyMop-CynpecopeH IpoTeyH Hedyukimonupauy HET

TybGeposHa ckaeposa

Aedexr B TSCI u TSC2-reHn, KOAMpAILY IPOTEUHY TYOEPUH M XaMapTUH

Psipxo HedyHkumonupaiy HET,
MHCYAVHOM, FaCTPUHOM
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8 Ilpu MAradu nayueHmuy cvc CUMHIMOMY 34 IYMOP MPA0BA 0a ce MBpPCcAm PpamuiHi CUHOPOMU, CBBP3AHI C HeBPOEHOOKPUHHU IMYMOPH.

_@ _ | @ Ilpu pamurna anamuesa 3a HeBpOeHOOKPUHHI MYMOPY MPAOBaA 0a ce NPOBey0a 2eHemuyeH AHAAU3 HA POOCHBEHUYU O HDPBA AUHUA U 0d ce
MBPCAN HeBPOEHOOKPUHHI MYMOPU U3BBH XPAHOCMUAAHIEAHAMA CUCIHEMA.

AUTEPATYPA 3. Janson ET, et al. Nordic Guidelines 2010 for diagnosis and treatment of gastroenteropancreatic
neuroendocrine tumours. Acta Oncol 2010; 49 (6): 740-756

Mougey A, Adler D. Neuroendocrine Tumors: Review and Clinical Update. Hospital Physician 2007;
51:12-20

1. ObergK, et al. Neuroendocrine bronchial and thymic tumours: ESMO clinical practice guidelines for
diagnosis, treatment and follow-up. Ann Oncol 2010; 21 (Suppl. 5): v220-222

2. ObergK, et al. Neuroendocrine gastroenteropancreatic tumours: ESMO clinical practice guidelines for . )
diagnosis, treatment and follow-up. Ann Oncol 2010; 21 (Suppl. 5): v223-227 5. Calender A. Molecular genetics of neuroendocrine tumors. Digestion 2000; 62 (Suppl 1): 3-18
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AVATHOCTIMYHI N3C

I 2.1. AABOPATOPHU TECTOBE IIPY1 HEBPOEHAOKPVIHHI TYMOPU
Ana bouesa

ITpu AMarHoCTULMpaHe U POCAEASBAHE HA HeBpoeHAOKpyHHY TymMopu (HETu) ¢ pasanina
ITbPBIYHA AOKAAM3ALN Ce M3IIOA3BAT HAKOAKO YHIBEPCAAHM TTAA3MEH) TYMOPHM MapKepa.
VI30AMpaHO MOBMILIEHME HA KOJITO U A € OT TSIX € HEAOCTAThYHO 32 AArHO3a 0e3 IaToAoro-
AHATOMIYHO THKAHHO IIOTBBPXKAEHME.

Xpomozpanun A (Cg A). Onpepeast ce KaTo yHMBEpPCAAeH MAA3MeH TYMOPeH MapKep TpH Tia-
LIMEHTH C TOpaKaAHy 1 racrpoenTeponankpeackt HETu, peoxpomormrom, HeBpobaacTom, me-
AYAApeH THPEOVMAEH KapLMHOM U HsKou Xunodushu Tymopu. He e AnarHocTiyeH Mapkep, HO
TIOBMIIIEHNTE MY HMBA Ce CBbP3BAT C M0sBa Ha PeLMAMB Ha OoaecTTa. HesaBucumo ot cekperop-
HaTa aKTMBHOCT Ha TYMOPA, IOBMIIeHH Aa3MeHy HuBa Ha Cg A ce Hamupar ipu 60-100% ot ma-
umentute ¢ HETu ¢ pasandna mppsiiHa AokaAuzauyst. [Tpy nalmeHTH ¢ MeTacTaTiyHa 60AecT
MapKepsT uMa cretpduyHoct 100% 11 MpeBb3X0XKAA MO YyBCTBUTEAHOCT AOHOPMHO BUCOKUTE
HUBA HA 5-XMAPOKCH-MHAOAOLIETHA KucearHa (5-HIAA) B 24-yacoBa ypuna (87% cpetwy 76%).
UyBCTBMTEAHOCTTA Ha TECTa Ce Pa3AlyaBa Criopes obema 1 Buaa Ha TyMopa. VIHTeprperaimsTa
Ha TIOBMILEHNTE CTOMHOCTH Ce CboOpassiBa ¢ MoAAeKaLy ObOpedHa 11/MAM YepHOAPOOHA He-
AOCTaTBYHOCT, TIPUEM Ha MHXMOUTOPU Ha POTOHHATA TIOMIT4; TIPHU Te3M YCAOBHUS Ca Bb3MOXKHI
baammBo noAokuTeAHM crortHoCTU. [Tpy maLMeHTy, MpreMaliy MHXMOUTOPU Ha MPOTOHHATA
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TIOMITa, M3CAEABAHETO Ce TIPABU CAEA ABYCEAMMYHA I1ay3a Ha AedeHMe, a IPU MPUeM Ha CoMa-
TOCTAaTVHOBHU aHAAO3M — CIIOPEA TIOCAEAHOTO TIPUAOXKEHIE 1 TIOAY)KMBOTA HA TePAIeBTUYHNUA
arent. IIpy npuem Ha crepouay, 6oaect Ha Parkinson, XpoHudeH aTpoduyeH racTpuT, HeAe-
KyBaHa apTepMaAHa XMIIEPTOHNSA 1 GPEMEHHOCT MOTaT A Ce OTYeTaT (GaAlIMBO MOAOKUTEAHM
peayatati. 3a onpepesie Ha Cg A ce M3IOA3BAT Pa3ANYHI METOAM U IPOM3BOACTBEHI KUTOBE
C pasAyHy pedepeHTHN IPaHILIY, be3 Aa € HAAMYEeH MEeKAYHAPOAEH CTAHAAPT. [Tpu mpocaepst-
BaHe Ha OOAHMTE CAEABA AA Ce M3TIOA3BA EAHA 1 CbIlia PehepeHTHA AabopaTopyst, METOA U pede-
PeHTHN NHTepBaAn. Pe3yATaTnTe Mpy M3MOA3BAHETO HA PA3AIYHY METOAMKM He Ca CPaBHUMIL.

5= U-UHOO, kuceauna (5-HIAA). Onipepenst ce B 24-4acoBa ypyHa KaTo 61oxu-
MIYeH MapKep 3a aKTVBHOCT Ha upeBeH KapLHOoMA. Criopes HAKOY NPOYUBAHNUS YyBCTBUTEA-
HOCTTA U CIIeliu(pMIHOCTTA Ha TeCTA [PV HAAMYEH KapLIMHOMAEH CUHADOM AOCTUIA CbOTBETHO
70% u 90%, a crielUIHOCTTA € 3HAYNTEAHO TO-HICKA TIPY AMIICaTa My.” YpMHHATA KOHLIEH-
Tpauys Ha 5-HIAA mMoske Aa € HOpMaAHa IIpY HEMETACTATNIHY KapLIMHOMAM. AMarHOCTUYHATA
3HAQYMMOCT Ha MapKepa ChIIECTBEHO 3aBUCH OT 1300pa Ha IPaHNMYHATA CTOIHOCT; 32 U3KAKY-
BaHe Ha KapLHOMA Ce TPEeNopbyBa M300p Ha HUCKA CTOMHOCT — 2.8 mmol/mol kpearuHuH, a
TIPY M3CAEABHE 32 HAAMYME HA KapLVHOMA — IO-BICOKA CTOIMHOCT 0T 6.8 mmol/mol kpearu-
HyH.? TIOHVDKEHNTe HUBA CAeA TIPOBEAEHO AeueHIe MapKUPaT AOOBD TepareBTIYeH OTIOBOP 1
00paTHO — MOBMILIABALIMTE Ce KOHLIEHTPALIMV CAEA A€YeHIie TOBOPSIT 3a TepaIleBTIYeH HeyCIIex.
TTpu MHTEpIpeTaLyst Ha PesyATaTuTe TPSIOBA AQ Ce B3eMa MPEABMA AMETA U IIPYEM HA HSIKOM
MeAMKaMeHTH, KOUTO He TPsIOBa AQ Ce YIIOTpebsiBaT B IIPOAbAXKeHNe Ha 48 yaca Ipeayt mpea-
CTOSIILIO U3CAEABAHE: AaBOKAAO, ITbITEll, OaHAHM, CAUBY, [TATAAAYKAH, AOMATH, QHAHAC, KUBHU, IAKH,
Kade, AAKOXO0A, TIOTIOHOIYIIeHe. MeAlKaMeHTH, MOBUIIABALY KOHLieHTpatymTe Ha 5-HIAA B
24-yacoBa ypuHa, ca acetaminophen, ephedrine, diazepam, phenobarbital, Hsixou cuporm npo-
TUB KalAMLa. MeAuKaMeHTy, TIOHDKaBaly KoHLeHTpauusita Ha 5-HIAA, ca chlorpromazine,
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imipramine, levodopa, heparin, TpuLyKAMYHK aHTMAenpecaHTy, MAO-uHXubMUTOPH U Ap.
DaALMBO HUCKM CTOMHOCTY Ce HADAIOAABAT TIPY MALMEHTU ¢ GbOpeYHa HEAOCTATBYHOCT, TIPO-
BEXKARILLM XEMOAMAAN33, @ BUCOKM CTOMHOCTY — npu boaect Ha Whipple, Tpordecko cripy, ray-
TEHOBa eHTepomaTuust 1 KucTiaHa (Guoposa.” ITpyu nscaepBate e HEOOXOAMMO AQ Ce CAeABAT
TOYHO MHCTPYKLUNTE Ha AaDOpaTOpuATa 32 ChOMPaHe Ha YPVHA, U3MIOA3BAHE Ha KOHCEPBAHTI,
TPAHCIIOPT 1 CbXPaHEHMe.

OnpepeasiHero Ha Cg A B maasma u 5-HIAA B 24-yacoBa ypyuHa BAM3a B 3aAbAKUTEAHUS
Aab0paTopeH MaHeA 3a AMATHOCTULMPAHE U MPOCAEASBAHE HA TACTPOEHTEPONAHKPEACHN
HETu; npocaepsiBate Ha HuBarta uM nipyt HETu Ha 1etoHyM, naeym, Ae0eA0 4epBo, AYOAEHYM,
aMeHAMKC Y LIeKYM Ce U3BbPLIBA MEXKAY TPETHU U IIECTU MeCel] CAeA TOTAAHA Pe3eKLys 1 Ha
BCEKM LIECT AU ABAaHAAECET Mecelia IIOHe A0 CeAMa TOAMHA.

Hespon-cneyugpuuna enoraza (NSE). MapkepbT He 3aBUCH OT CEKPETOPHATA AKTUBHOCT
Ha Tymopa 1 e ro-Hecrneruduyen ot Cg A. Moxe Aa CAYKi 3a IPOCAEASBAHE.

Cneyudpuqnu ouaznocmuynu mapkepu. Ilpu uncyrunom. Tesu HETu cexperupar nHcy-
AVH ¥ TIO TIPMHUWII Ca MHTPAMaHKpeacH!. [Ipy AMarHocTuLMpaHe ce M3CA€ABA MHCYAUH,
[POVIHCYAVH, TIAa3MeHa IAIK03a (2-4 bt AHeBHO), C-mienTup (Ipu AOKa3aHa XUIIOTAVKe-
Musl) U B-XMAPOKCUOYTUPAT (YPUHHIU KETOHM) B YPUHA B XOAQ HA 72-4aCOB IAaA.>

Ilpu eacmpurom. AVaTHOCTMMHVAT MOAXOA BKAIOYBA AOKa3BaHe Ha IOBUIIEHM CEPYMHU
HIBA Ha racTpuH (croiHoctu Haa 1000 pg/ml) u Hucko cromamso pH. Ipu croiHocTn Ha
ractpuH MexxAy 200 n 1000 pg/ml caepBa mpoBeskaaHe Ha ceKpeTHHOB TecT. [Ipu pAocTurate
Ha cToiHOCTH > 120 pg/ml AeATa-racTpMH B XOAQ HA TECTA PE3YATATBT € AMATHOCTUYHO 110~
3UTHBEH C YYBCTBUTEAHOCT 1 CIeLMGUIHOCT CHOTBETHO 94% 1 100%.!
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Ilpu  peoxpomoyumonm, napazarneruom. IIpenopbKuTe 3a AMATHOCTMYHO YTOYHABAHE
BKAIOYBAT M3MepBaHe Ha GpaKLMOHIPaHY MeTaHe()PUHN B TAa3Ma, ypUHA (BKA. BAHUAGaAe-
MOBa KICEAMHA) MAM VI ABETE [PV CTPUKTHO CIIa3BaHe Ha PEAAHAAUTUYHITE U3MCKBAHNMS 32
B3eMaHe Ha BEHO3Ha KPbB (AETHAAO TOAOYKEHIIE 1 BEHO3EeH KaTeTbp, BbBeAeH mpeart 20 Mut-
HYTH); AQ He e IpueMar 12 yaca IpeAu U3CAeABaHe MEAVKAMEHTH, XPaHa, HAIUTKY, CbAbD-
Xauy KodenH; Gpr3nIecKy yCUAVS He ce M3BDPIIBAT IIpe3 ChILYs MePUOA. AMATHOCTUIHIUST
KPUTEPHUIL € OKPUT TpY yBeAMY€eHIe Ha KOHLIEHTPALMIUTE Ha MI3CAEABAHITE MeTaHeQpUHU
oBeyYe OT YeTHPHU IIBTY HaA TOpHa pedepeHTHa rpanuia. [Ipyu manyeHTn ¢ abHOPMHU pe-
3YATaTH, HETIOKPUBALM KPUTePNs, ce NPenopbuBa CyNpecuoHeH TecT ¢ clonidine, KakTo 1
M3MepBaHe Ha KaTeXOAAMVHY 1 HopMeTaHedpuHM B aasma.”®

Tlpu medyrapeH KapyuHOM HA WmMoBUOHA ¥Ae3d. KaALIMTOHMHDT e Hal-TI0Ae3eH O1oxumu-
YeH MapKep TIpU AMarHOCTULIMPAHE U IPOCAEASBAHE Ha MALMEHTH; CTOMHOCTTA MY KOpEAupa
C TYMOpeH 00eM 11 MMa IPOTHOCTUYHA CTOMHOCT 3a XOAQ Ha 6oaecTTa. CTOMHOCTH Ha KAALM-
TOHUH B MAasMa Haa 100 pg/ml (Hopma < 10 pg/ml) ca AMarHoOCTMYHO AOKa3aTeACTBEHM 3a
MeAYAApeH KapLHOM, KaTo Ipy CToiHOCT > 150 pg/ml ce mpeanoAarar AaAedyHy MeTacTasiu.
Kapumuoem6Opuonaauusit antureH (CEA) cbiijo BAM3a B CboOpaskeHIte MPY MO-HUCKO Ande-
PeHLMpaHM BapUaHTH; IPEAOTIEPATUBHY CToMHOCTH Haa 100 ng/ml ce cBbp3Bar ¢ AuMQHN 1
AQAEYHM METACTasy; HapacTBaHe HA HMBATA IPY CTAOMAHM TAQ3MEHV KAALMTOHMHOBY KOH-
LIEHTPALMM Ce MHTEPIPETHPA KATO 3HAK 3 AeAUdepeHIaLyisl K AOLLIA IPOrHo3a.>©

Ipu bponxonyimonarnu HETu u mumyc. Ipy AMarHOCTULIMPAHETO OOMKHOBEHO Ce 13Mep-
BaT noyuIeHn HuBa Ha Cg A, BbIpexy ue 0KoA0 50% OT TyMOpMTe ca CeKpeTOPHO HeaKTUB-
Hu. [Tpy ChITBTCTBAIA XOPMOHAAHA aKTUBHOCT Ce M3CAEABAT HMBA HA aAPEHOKOPTUKOTPO-
niex xopmoH (AKTX), pacrexxen xopmor (GHRH), uHcyanHomnop06en pacrexen dpaxrop-1



IIOBENEHUE ITPY TOPAKAJTHHU U TACTPOEHTEPOITAHKPEACHH HEBPOEH/JOKPHHH TYMOPHU
KnuHnuHo pbKoBOACTBO, 0CHOBaHO Ha Aokasarenctsa / HalmoHaneH excriepren 6opa

: OPE 2012

(IGF-1) B maasma, KakTo 1 cBoGopeH KopTu3oa 1 5-HIAA B 24-uacoBa ypuna. Ilpenoppusa  3a Beuuky naasmenu Tectose npyu HETU e BaAMAHa yecTa IpOMSHA B CeKPEIUATA HA XOp-

Ce MPOCAEASIBAHETO AQ TIPOABAXKI AO AECET TOAMHU CAEA XUPYPIUYHO A€UeHMe C MOHUTO- MOHAAHO aKTMBHY CYOCTAHLMY, 3aTOBA MI3XOAHO M IIPU PELIMAMB Ha DOAECTTa CAEABA A CE
pupane Ha HuBa Ha Cg A B IAa3Ma Ha BCEKM TPU-IIECT MeCelja, IPU YCAOBME Ha abHOPMHO — M3CAeABA LIMPOK TAHEA, 32 AA Ce MAEHTUUIIMPA aGHOPMEH MapKep Py KOHKPETHYS MaLy-
BVICOKI U3XOAHM HUBA. eHT. He e HEOOXOAMMO M3CAeABAHE HA LisSIA TIAHEA TIPY BCSIKA BUBUTA.

o 3a AUArHOCTULIVIDAHE U MPOCACASIBAHE HA TAaCTPOCHTEPONaHKpeacHu, GPOHXOIIYAMOHaAHl/I U TUMYCHU HEBPOEHAOKPUHHI TYMOPHU, MEAYAAPpE€H
TUPEOUAECH KapLIIMHOM, Cl)COXpOMO].WlTOM U IMaparaHrAuoM ce nmpenopb4Ba 3aAbAJKUTEAHO U3CACABAHE HAa MAA3MEH XPOMOI'PDAaHUH A.

o CACA XUPYPIUYHO A€Y€HNE HA HEBPOCHAOKPUHHI TYMOPHU Ha ﬁ[el()l{yM, HAEYM, AeGer 4€pBO, AYOACHYM, all€HAVMKC I IIEKYM Ce IpenopbiBa npo-
CA€AsIBaHE HA INAA3MEHU HIIBA HA XPOMOIpaHUH A MEXXAY TpeTH I IIeCTH Mecel] I HaA BCEKU eCT NAN ABAaHaAeCeT Mecelia IIOHE A0 CEAMA TOAMHA.

o CAeA XUPYPIUYHO A€YeHNE€ Ha TUMYCHHU U 6p0HX()HYAMOHaAHI/I HEBPOCHAOKPMHHU TYMOPpHU C aﬁHOpMHO BUCOKM U3XOAHU IMAA3MEHM HMBA Ha
XpOMOI'paHUH A ce npenopbyBa A€CETIOANIIHO NPOCAEASIBAHE HA MapKepa Ha BCEKU TpU-LIECT Mecena.

o 3a AUATHOCTULIMIPpaHe U IPOCAECASIBAHE HA raCTPOEHTEPONIaHKpeaCcH!, GPOHXOHYAMOHEIAHI/I " TUMYCHU HEBPOCHAOKPVMHHU TYMOPHU CbC CEKpe-
TOPHA aKTUBHOCT C€ NpenopbiBa NU3CA€ABAHE HA 5-XI/IAPOKC]/I-I/IHAOAOH€TH3 KIHCeANHa B 24-4acoBa YpuHa.

O Caep XHPYPIUYHO AedeHNe Ha HEBPOEHAOKPMHHI TYMOPH Ha iIeIOHYM, HA€YM, Ae0eA0 YepBO, AYOAEHYM, AaEHAMKC U LleKYM ¢ a0HOPMHO BICOKH
U3XOAHM HMBA Ha 5-XMAPOKCU-UHAOAOLIETHA KMCEANHA B 24-9acoBa ypHHa ce NMPenopbyBa NPOCAEAsIBaHe Ha MapKepa MeXXAY TPeTH I MIeCTH
Mecel] I Ha BCEKH IIEeCT-ABaHAAECeT Mecelja TIOHe A0 CEAMA TOAIHA.

O Caep XMPYPIUYHO A€Y€HNE Ha TUMYCHU 1 GPOHXONMYAMOHAAHM HEBPOEHAOKPIHHU TYMOPY C aGHOPMHO BICOKY M3XOAHU HUBA HA 5-XHAPOKCH-
MHAOAOIIETHA KMCEANHA B 24-4acoBa yp1HA Ce MPenopbuBa AeCETTOANIIHO MPOCAEASBaHe HA MAapKepa Ha BCEKN TPU-IIECT Mecela.
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o 3a AMArHOCTULVIpaHe U MPOCACASIBAaHE HA MEAYAAPEH TUPEOUAEH KapITHOM Ce NMpenopbyBa 3aAbAKUTEAHO I3CA€ABaHE HAa ITIAA3MEH KaALUTO-
HUH 1 KapuuﬂoeMGpMouaAeﬂ AQHTUIEH.

O 3a AMarHoCTHLIPaHe U MPOCAEASIBaHe HA MHCYAUHOM Ce NpenopbyuBa I3CAEABaHe HA CepyMeH MHCYANH, IPOMHCYANUH, Aa3MeHa FAIOKO03a 1
C-nmenTua.

O 3a AMarHOCTHUILIPaHe Ha FTAaCTPIHOM Ce NPenopbYBa 3CAeABaHe Ha CepyMeH racTpuH (A0Ka3aTeACTBeH Kputepuii — Hap 1000 pg/ml) u nposesx-
AdHe Ha CEeKPETIHOB TeCT MPY M3XOAHHU CTOITHOCTH MeXAY 200 1 1000 pg/ml.

O 3a AMarHoCTULMpPaHe Ha KaTeXOAAMIH-IIPOAYLpaIy TyMopH ($peoXpoMonuTOM, TaparaHrAioM) ce NpenopbyYBa M3CAeABaHe Ha ppaKuuoHN-
paHu MeTaHe(pIHN B TAa3Ma, YpuHa (BKA. BaHIAOGaAeMOBa KICEANHA) VAU M ABeTe (AOKa3aTeACTBEeH KPUTepHil — CTOITHOCTU HaA YeTUPH I'BTH
CHpsIMO ropHa pedepeHTHa IpaHNIa) U CYNpecuoHeH TecT ¢ clonidine c u3cAepABaHe Ha KaTeXOAAMIHI U HOpMeTaHePUHN B AA3Ma IIPY U3XO0A-
HU CTOITHOCTM NOA, YETHPH IIBTU CIPSIMO TOPHA pedepeHTHA rPaHNIa.

ol 0O Aabopamopromo uscred0BaHe Ha HAGZMEH XPOMOZP A, 5-xudpoxcu-uHooA KUCeAUHA B YPUHA, MemaHe(puHi U HOpMemaHehpuHy e CUAHO 3ABUCUMO O
O - Ipedanan st AaGopamopeH eman — Hoo. a Ha G0AHUSL, KOMOPOUOHOCIH, HOAOY(EHIe Ha A0, MPAHCHOPH U CoXPAHeHIe HA HPOoOU.
/@\ O Bceku cneyuarusupaH yeHmop 3a HeBPOEHOOKPUHHU WYMOPU HIP oa p ¢ e0Ha pedpepeHmHA 1AOOPAMOPUs, Memo0 U pefepeHmHY PAHUKU U
CHPUKMHO 04 CNA38A 0ehuHUPpaAHUNIe NPeOAHANUMUYHY USUCKBAHUAL.
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I 2.2. OBPA3HU I3CAEABAHUA
2.2.1. Komniorbp-TOMOrpadus 1 MarHUTHOpe30HaHCHA ToMorpadus

Beceaa Cmoiinosa

Hait-uecto mpuaaran obpaseH METOA 32 AOKAAM3MpPAHE U CTAAUPAHE HA HEBPOEHAOKPUHHIM
tymopu (HETu) e myatuperexroprara kommorbp-romorpadust (MAKT); Baksu nmpeanm-
CTBa Ca IIMPOKOTO il PasMpOCTPaHeHe, 00EKTUBHOCT 1 PadAANTEAHA CIOCOOHOCT. Mar-
HuTHOpe3oHaHcHata Tomorpadus (MPT) He nsmoA3Ba ioHMBMPALIO ABUEHNE (32 TIPOABA-
XXUTEAHO TIPOCAEASIBAHE) 1 B PEANLIA CAYYaN e C YyBCTBUTEAHOCT, cpaBHuMa ¢ MAKT; nma
ONpeAeAeHN IPEAMMCTBA 32 OLjeHKa Ha YePHOAPOOHOTO aHTaXMPaHe M AOKAAHOTO PasIpoc-
TPaHEeHMe Ha PEKTAAHNU 1 AHAAHM TYMOPU. AMPEKTHOTO CpaBHsBaHe Ha Bb3MOXKHOCTHUTE Ha
MAKT u MPT B noBeueTo cAyyay € HEKOPEKTHO, ThJl KATO Pe3YATATUTe OTPA3SABAT CTAAMS
Ha pasBUTHE HA AQAEHA METOAMKA, 8 CPABHUTEAHNTE MIPOYYBAHMS Ca OTPAHIYEHI B MAaAKK
cepuiL.

Topakainu HETu. O6pasen Metop Ha ns6op e MAKT. Bponxuaaunre HETu nmar epHakbs
00pas, He3aBUCUMO OT CTENeHTa HA MAAMTHEHOCT. PasAMKaTa 3aBMCU OT PasIOAOXKEHMe-
TO — LIeHTPaAHO MAM mepudepHo. LleHTpaaHuTe ca ¢ TAAAKM OYepTaHUS U TMOPAAU YecTa
OpoHXMaAHa 0OCTPYKLMS Ce CBIPOBOKAAT OT PELMAMBUPALLY THEBMOHMM VA ATEAEKTA32;
OOMKHOBEHHO Ca C MAAKU PasMepH, MOraT Aa Ce PaslOAAraT CaMo B AYMeH MAM AQ MMAT
M eKCTpaAyMeHHa KoMroHeHTa. ITepudepuute ca oxoao 20% 1 ce MPEACTABAT KaTo KPb-
I'bA HOAYA C TAAAKM OYePTaHMS; YeCTO Ce OTKPMBAT KaALM(MKATY; 3HAUMTEAHO TIOBUIIABAT
NABTHOCTTA U Tpu KoHTpactupaHe. I1pu tumycen xapumuoup MAKT n MPT ca nokasa-
HI 33 AOKAAM3MpPaHe Ha ITbPBUYEH TYMOP M AAACUHM MeTacTasu. TymopHara dopmaius e
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B [IPEAEH MEAMACTYMHYM, MOXe A MMa KaALM(UKATH 1 AQ QHTKMPA TOPHA KyXa BeHa. AKO
[POU3BEXAR aAPEHOKOPTUKOTPOIIEH XOPMOH, MOXKe A Ce OTKpUe HapAObbpeuHa xumepraa-
3us1. XUIEPIAACTUIHU KOCTHU MeTacTasu, 0eAOAPOOHN 11 YePHOAPOOH A€311 MOTAT Ad Ce
OTKPUSIT OlLie IPU AUATHOCTULMPAHE Ha IIbPBUYHUS TYMOP.

Tacmpounmecmunarnu HETu. OcHoBeH cpe30B 00paseH METOA 32 AOKAAMBUPAHE U CTa-
aupane e MAKT. TTpu cromamsa n AyopeHaaHa aokaansaumsa MAKT u MPT umar orpauu-
YeHU Bb3MOXXHOCTH, 0COOEHO IPY CTOMAILEH KapLMHOM TUII 1 opaAl 06MYaiHO MaAKuTe
My pasmepu. [Tpu Tur 2 06pasHOTO u3caepBaHe MOXKe AQ O'bAe IIOAE3HO BbB BPb3Ka C yTOY-
HsIBaHe Ha MYATUIIA€Ha eHAOKpuHHa HeonAasust (MEH). ITpu Tun 3 MAKT e npenopbun-
TeAHA U MHPOPMATUBHA, Thil KATO TYMOPBT € COAUTAPEH ¥ FOASIM. AOKAAHATA MHBA3NUS U
MeTacTasute ca yectu. [IpoyuBanus pokassar, ye yyBcTBUTeAHOCTTa Ha KT 3a racTpuHomMu
Ha AYOAEHYM 3aBMCU OT pasMepuTe Ha Tymopa: 15% mpu Tymopu 1mop 1 cm u Hap 95% npu
pasmep Hap 3 cm.! Karo mpaBuao 3a crapupate ce nsnoassa MAKT.* ITpu nayuesT c aBa-
cupasa OOAECT U CIeLaAHO IPU YePHOAPOOHY METACTA3M € 3aABAXKUTEAHO U3CAEABAHE HA
CKeAeT 32 KOCTHO aHraxupase (MPT nau HyKAaeapeH MeTOA).

Ipu TbHKOoupenHt HETH, TyMOp1TE 0OMKHOBEHO Ca C MAAKM Pa3MePH, eAVHIYHI VIAM MHOKECT-
BEHI1; YCTO Ce OTKPMBAT BTOPUYHI Ae3MOMAACTIYHN IPOMEHM, KOCTHU VA YePHOAPOOHI MeTac-
Tasu. VI3cAeABaHETO € MOKa3aHO 32 HAYAAHO CTaAMPaHe 1 IPEAOTIePATUBHO MAaHupaxe.” * MHoro
Aobpa uyBcTBUTeAHOCT 1 CriermdiryHocT AeMoHcTpupar MAKT 1 MPT (eHTepoxansa nau eHre-
porpaduist), Thit KaTo MO3BOASBAT EAHOBPEMEHHO OLIEHKA Ha AYMeH, CTeHa Ha YepBO, OKOAHM Tb-
KaHM 1 AQA€YHN OpraHi.>° 3a OLieHKa Ha PErMOHAAHO aHTOKMpaHe 1 Aaaeuny meracrasu ot HETu
Ha areHAMKC ce 13roa3Ba MAKT man MPT [TpocaeasiBae ¢ 00pasHit METOAM Ce HaAara Ipu
TyMOpY Hap, 1 cm YAV TPy MHQUMATPALIVS Ha ME30TO Ha alleHAMKC AU ChAOBA MHBa3Ms.
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Aeberoupesnu HETu. Hesamenuma poAsi py cTapMpaHe Ha pektaaeH Tymop uma MPT.
Kommiorpp-TOMOrpadckara koroHorpadus e ¢ AOKazaHa YyBCTBUTEAHOCT 3a OTKPUBAHE 1
crapupae Ha mppBuaHy Tymopu. VI MPT, 1 MAKT ca mopxoastiy 3a OTKpyBaHe Ha AMM}-
HI BB3AU M YePHOAPOOHY MeTacTasm.

Iankpeactu HETu. Tyxk MAKT ce n3BbpIuBa 0 CTPOro OnpeaeAeH IpOTOKOA, M3ITbAHSABANKI
CTPUKTHO YCAOBMSATA 32 IOATOTOBKA, KOHTPACTUpPaHe 11 TapaMeTpy Ha ckanupae. [TauyeHTsT
TAAAYBa He IO-MAAKO OT YeTMPH Yaca IPEeAU M3CACABAHETO, 32 AA C€ OCUTYPY ITBAHO eBaKy-
MpaHe Ha XpaHaTa OT CTOMAX U AyOAEHYM; HEIIOCPEACTBEHO IPEAU M3CACABAHE CTOMAXBT Ce
U3IbABA C BoAQ. [TpoBekaa ce TprdasHO M3CAeABAHE: HATMBHA, apTePUAAHA (ITAHKpeacHa) 1
noproBeHo3Ha dasa. AebeAnHaTa Ha cpesa e He I10-TOASIMA OT 2.5 mm, Thil KATO TYMOpUTE
ca MaAKM 110 pa3MepH, XUIepBACYAAPU3MPAHIL 1 XUTIEPAEHCHH, T.e. I0-A0Ope BUAMMM B apTe-
puaaHa ¢paza.’ Tymopure Mexxay 1-3 cm ce oTKpuBar camo B 30%, AOKATO Te3l C pasMep Hap
3 cm — B 95%. OTKpMBaHETO MM KOPEAMpA C AOKAAM3ALMATA HA TYMOpA: TYMOPUTE B TAABa
ce orkpusar B 90%, B 1510 — 80% u B omauka — 45%.° 3a orkpuBate Ha TymMmopu MPT nma
CXOAHA YYBCTBUTEAHOCT, HO AEMOHCTPMPA I10-A00PY Pe3yATaTH 32 OLieHKa Ha YePHOAPOOHM
meracrasy. Tymopure B crapmit T1 ca ¢ HUCHK CUTHAAEH MHTEH3UTET, a Hall-A0Ope PasAuynMu
Ca IpM MOTVCKAaHe Ha MAaCTHATA ThKaH; CAeA NMPYAATaHe Ha TaAOAMHMEB KOHTPACT Ce OTYMTA
3HAYMMO XOMOTEHHO yCHABaHe. XernarocrneyuduiHnTe KOHTPACTH II0A0OPSIBAT OTKPUBAHETO
Ha YePHOAPOOHITE MeTacTasMu.

Memacmamuyunu HETu. Yeproopobru memacmasuy. B tesu caydan tpudpasia MAKT e
3aABAKUTEAH], Thil KaTO B IOPTOBEHO3HA (hasa MeTacTasuTe ca MBOACHCHMU C TIapEHXIMa;
B apTepuaAHa (aza Te ce KOHTPACTUPAT MHTEH3UBHO, MMUTMPAIKM XeMaHrnomu. foaemure
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MeTacTa3! MOTaT AQ MMAT KaALMeBY BKAKOYBAHMA VAW HeKpoTuyHy 30HU. [Tpu MPT me-
TaCTa3MTe Ca XUIOMHTeH3HU B cTapAuit T1 1 ca ¢ BUCOK curHaaeH vHteHsuteT B T2. [Topaau
XUIIePBACKYAAPHISI CU XapaKTep, Te Ca C BUCOK MHTEH3UTET B apTepuaAHa dasa mpu MHKeK-
TMPaHe Ha FaAOAMHYEB KOHTPACT.

Mesenmepuarnu u nepumonearru memacmasu. I1py ThHKOUPeBHA AOKAAM3ALMA HA IIbP-
BUYEH TYMOP C FOAEMMHA OKOAO 3 CIM Ce OTKPYBAT Me3eHTePUaAHN Ae31y B 0KOAO 50-70%."
AeMOHCTpUPAT ce C ABYUCTU KOHTYPM B 65-100% mopaau uspaseHa Ae3MONAACTUYHA Peak-
1yst; OTKpuUBAT ce 1 Kaauuduxari.'? B 20-30% oT cayyante ce OTKpyBa IEPUTOHEAAHO 3aCs-
rane ¢ acuut. ITpu mankpeackn HETu neputoneasHoTo sacsraHe e mo-psaKo.

Aumepnu memacmasuy. Hait-4ecTo ce aHTXnpar permoHaAHu AMMQHY Bb3AM, a PETPOIIepH-
TOHEAAHN U Me3eHTepHaAHu — B 0koA0 20-30%." B cayyait Ha peTporieputoHeasHa Anmba-
AEHOMETaANs MOXKe A ce HabAI0AABa peTporepuToHeasHa pubposa.

Beaodpobuu memacmasu. Morat A2 GbAQT XODMOHAAHO aKTMBHM, HO Hail-4ecTo ca 0Oes-
CUMITOMHH.

Kocmnu memacmaszu. TIpeAUMHO ca CKAEPOTIYHY, MOTAT AQ Ce IIPEACTABAT KaTO MHOXeCT-
BO TOYKOBMAHM KaALMPUKATH; ITO-PIAKO Ce Cpelar mpyu TbHKoupesHn HETu.

Ilpocaeosasane na HETu. 3a olieHKa Ha OTTOBOP Ha AeyeHue (Ha IIbPBIYEH TYMOp I MeTac-
tasu) ce u3noassBa MAKT u MPT (mo-psiaxo). ITpu npocaeasiBare Ha mayuent MAKT n
MPT ca Hail-MOAXOASIIM TOPAAM Bb3MOXKHOCT 32 HAAEKAHO CPaBHEHNE V1 HE3aBUCYMOCT Ha
METOAQ OT OIlepaTopa.
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Knuanyuxo PBKOBOACTBO, OCHOBAHO Ha A0KA3aTEeJICTBa / HaumoHnanex EKCTIepTeH 6op,u

3a AMArHo3a, CTaplipaHe, OlleHKa Ha TepaneBTUY€H OTTOBOP U NPOCAECAsIBAHE HA TOPAKAAHU M TACTPOEHTEPONaHKPpeaCH! HEBPOCHAOKPUHHU TY-
MOpMU ce npenopbyBa U3NMOA3BAaHE HA MYATUAETEKTOPHA KOMHIOT’bp-TOMOI‘pa(l)Mﬂ U MarHUTHOpE30HaHCHA TOMOI'Pa(l)I/IH.

O 3a AarHoCTNKA Ha GPOHXONYAMOHAAHU HEBPOEGHAOKPUHHI TYMOPM METOA Ha N300p € MyATHAETEKTOPHA KOMIIOTbP-TOMOrpadus.

O 3a AMarHOCTHKA Ha THHKOYPEBHI HEBPOEHAOKPUHHI TYMOPH HAlI-TIOAXOASIL METOA € KOMITIOTbP-TOMOrpadcka (MarHuTHOpe30HAHCHA) EHTEPOKAN3a.
O 3a AuarsocTuka Ha AebeAoupeBHI HeBPOEHAOKPUHHI TYMOPHM HAil-4YBCTBIUTEAEH METOA € KOMIIOThP-TOMOrpadcka KoAoHorpadus.

O 3a AMarHOCTMKA HA PEKTAAHM 1 aHAAHI HEBPOEHAOKPUHHI TYMOPH METOA Ha N300p € MarHUTHOPe30HaHCHa ToMorpadus.

O 3a AMarHOCTHMKA HAa MAHKPeaCH! HEBPOEHAOKPIHHI TYMOPYU METOA Ha 1300p e Tpu(asHO KOHTPACTHO KOMIIOTbP-TOMOrpad)CKO N3CAEABAHE.
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2.2.2. OyHKIMOHAAHY 00Pa3Hy U3CAEABAHIS

Upena Kocmaounosa, Aneaust Kaucaposa, Ilager boyes

[TppBUYHaTa 0OpasHa AMArHOCTMKA Ha HeBpoeHAOKpuHHM Tymopu (HETu) obukHOBeHO
e npepcTaBeHa ot KommoTbp-Tomorpadus (KT) man marHuTHOpe3oHaHCHa TOMOrpadus
(MPT), KOMTO B 4aCT OT CAy4auTe ca MPOBEAEHN [0 TIOBOA AMATHOCTULMIPAHE Ha TYMOPHa
bopmarys mpean AQ e M3BECTHA XMCTOAOTMYHATA AMarHosa. ITo-roasma yact ot HETu ce
XapaKTepU3MpaT CbC CrelubnIHa MPOAYKLNS, BbTPEKATHYHO ChXpaHeHNe M CeKpeLys Ha
crienduYHN OGMOAOTMYHO AKTUBHU CYOCTaHLMM, TO3BOASIBALIM AQ O'BAAT BU3YaAU3MPAHU
TOCPEACTBOM (BYHKIIMOHAAHO HYKA€APHOMEAMLIMHCKO 1306passaBaHe ChC 3HAUMTEAHA CIie-
LMGUIHOCT U TUIIOBO 3aBMUCUMA YYBCTBUTEAHOCT. Hail-yecTy MuieHn 3a (QyHKLMOHAAHO
u300pa3sABaHe ca COMaTOCTATMHOBUTE PeLienTOpH, ekcrpecnpany ot nosedeto HETH, kakTo
M CUCTEMUTE 38 TPAHCMEMOpPAHEH TPAHCIIOPT U BBTPEKAETHYHO ChXPAHEHME HA KaTeXOAa-
MuHH (1py peoXpOMOLUTOM ¥ TaparaHrauoM).! 3a creLnduyHo 13006passiBaHe Ha TO3U TUIL
CYOKAETBYHY CTPYKTYPU U IIPOLIECHU Ca BAAUAMPAHU CrIeLdUYHN papnodapMaLieBTULI.

1B MIBG-metaiodobenzylguanidine. PaspaboTeH e 3a BM3yaAMsalysi Ha TYMOpM Ha
HaAOBOpeyYHa MeAYAQ; IIOMAAA B KAETKUTE Ype3 AKTMBEH TPAHCIIOPT U Ce CbXPaHsIBA MHTPa-
LIeAyAQPHO B HEBPOCEKPETOPHNUTE IpaHyAl. VI ABaTa Ipolieca Morat Aa ObAaT IOBAUAHM OT
roAsIM OpOit MEAMKAaMEHTH, KOETO CAEABA AQ Ce MMA IPEABMA TPY HPOBEXAAHE HA AMAT-
HOCTUYHM VIAY TepareBTUYHY MPOLiEAYPI®, Hall-4eCTO NPy HeBPOOAACTOM, TaHTAOHEBPO-
6AacToM, GeoXpoMOLIMTOM ¥ TaparaHrAMOM. VI3cAeABaHETO e C MHOTO BUCOKA CIIeLju-
buuHOCT 3a eKcrpecus Ha KaTeXOAAMMHOBHU PELIeNTOPH, a LieAOTeAeCHATa CLMHTUIpadus
II03BOASIBA BU3YAAU3ALMS HA AOKaAM3auusATa UM. I10 TO3M HAuMH Ce OIPEeAEAst CTAAUS Ha
3a00AsIBaHeTO, 060CHOBABA Ce IIPUAATAHETO HA MeTaOOAMTHA PAAMOHYKAMAHA Teparus (c
Bucoku A03u *'I-MIBG) u Mmoske Aa ce mpocaepr edekra ot Hest.>*
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Comamocmamun-peyenmopHa cyurmuzpagpus. AKTUBHO ca TbPCeHN BapUaHTH 33 3aMsIHA Ha
BUBI-MIBG c oraep 1o-panHa Busyaansauyst Ha HET1 ¢ n31oA3BaHe Ha O3UTPOH-eMUTHpa-
1y papgrodapmarieuiy (Hamp. *F-DOPA, *[-MIBG) u Ap., HO B MOMEHTA HIMA AOCTATBYHO
CUCTEMHI NIPOYYBAHNS, OT KOUTO AQ MOTAT A Ce U3BeAAT Npernopbku. CAep OTKPUBAHETO HA
TOBULLIEHA EKCIIPECHS HA PELIENITOPH 3a TIENTUAHM XOPMOHY HENPEKbCHATO HAPACTBA POASITA
Ha HYKA€apHOMEAMLIMHCKITE METOAU B AMArHOCTIYHNS aAropuTbM Ha Te3n HETu.* Upes ye-
AOTEAECHO M3CAEABAHE Ce TIOCTIUIA PaHHA crieludniHa GYHKLMOHAAHA AUATHO32 C BH3MOX-
HOCT 33 OHarA€AsiBaHe Ha HESICHO ITbPBMYHO OTHILIE, PAsNPOCTPAHEHIe, 1300p Ha Teparus
U AOKa3BaHe Ha MYATM(OKAAHOCT.” 3a I'bPBU IIBT CTaHa Bb3MOXKHA YCIIELIHA BU3YaAU3aLys
HA COMATOCTATHHOBH PELENTOPH [PV TYMOPH HA TALMeHTH, OAaropapeHie Ha CBbP3BAHETO
Ha "MIn cbhC COMATOCTATMHOBUS aHAAOT octreotide®. BriocaepctBue 'In okTpeockeH craHa
HAI-M3IIOA3BAHMAT PAAO(APMALIEBTIK C YyBCTBUTEAHOCT 3a BU3YAAM3ALIMS HA TACTPOEHTe-
POTAHTKPEeaCHN U KapLiTHOMAHY 6eA0ApOOHY TyMOpH, Bapupaiia Mexxay 80 11 95%.° B mocaea-
CTBUE Ce MOSIBY ITbPBISIT pasnodapmanieBTuK, Mapkupas ¢ “mTc — “mTc-depreotid, op06pen
CITELMAAHO 32 BU3YaAU3ALMSL HA COMATOCTATMHOBY PELIENITOPU TIPU COAUTApeH GeAoppobeH
HOAYA (ayBcTBuTeAHOCT 97% 1 crienmbuanoct 73%).” Tlonacrosimem ce mpeaaara u “mTc-
tektrotyd 3a oHaraepsiBaHe KakTO Ha OEAOAPOOHNM KapLiTHOMAN, TaKa U HA FaCTPOEHTePONaH-
KPeacH! TYMOPM C OTA€A TPeATIpUeMaHe Ha crielnduyHo Aevenne.® TIpes mocaepHure pecer
TOAMHM Ce CbOOLIABAT U [IBPBUTE PE3YATAT OT KAMHUYHOTO TIPUAOXKEHME HA 3HAYUTEAHO
TI0-CK'BIIN, HO C BB3MOXKHOCT 32 BU3YAAM3ALMS HA MUHMMAAHM TI0 Pa3Mepy OTHULIA C [TO3MU-
tporHy emutepu — $Ga-DOTANOC, ¥Ga-DOTATOC, *F-DOPA; u3mnoassar ce 3a creLy-
(buuHO BuByaAM3MpaHe Ha COMATOCTATMHOBY PELENTOPH HPY AMDEPEHLIMPAHI TaCTPOEHTe-
pomaHkpeacHu Tymopu (dyBctButeaHoct 100%). *F-FDG ce npuaara npu HepndepeHipanm
TYMOpMU, KaTo ApeOHOKAETBYHNM OeA0APOOHM KapumHoMIL® OT Apyra CTpaHa, HATPYIBAHETO
Ha ®Ga-DOTANOC u ®Ga-DOTATOC B TyMOpHY OTHULIA ¥ METACTA3M € MPEAIOCTABKA 32
AeveHne cbe crienuduann papnodpapmanestuiy (PY-uau 7’Lu-DOTATATE). [Tpu Huckoan-
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dbepeH1pany AN HepyidepeHIMPaHN TYMOPY TOBA CITELMPUYHO AeyeHNe e HeeeKTHBHO.
CumnTyrpadckara TeXHUKa BKAIOYBA IAAHAPHO 1 TOMOrPad)cko n306paskeHie, BKAIOUITEAHO
Y LJeAOTeAECEH POTOKOA 32 ThPCeHe Ha HEACHN 110 AOKAAM3aLs OTHMUILA.

MHOro yCIelHo e M3MOA3BAHETO Ha XMOPUAHM 0OPAa3HM TEXHOAOTMM, KaTO eAHODOTOHHA
emucronHa Tomorpadus ¢ xommorsp-romorpadust (SPECT/CT - ¢ npuaaraHe Ha rama-
eMUTHUPALIY PAAOHYKAMAN) U TIO3UTPOHHOEMMUCHOHHA TOMOrpadus ¢ KOMITIOTbP-TOMOTPa-
¢ust (PET/CT - ¢ npuaarase Ha MO3UTPOH-eMUTHPAILYM PAAMOHYKAUAN); C TSAX € Bb3MOXXHO
He CaMO OHarAeAsBaHe Ha COMATOCTATUHOBHU PELENTOPH, HO 1 TOYHA AOKAAMBALIMS C OTA€A
xupyprusi uan apdesedetvie.’ IToedero aBropu ca Ha MHetue, ye PET/CT u cporBeTHUTE
TMO3UTPOHHY PaArodapMaLeBTHULM Ca TO-4yBCTBUTEAHN 3a BU3YaAM3ALMs HA MATOAOTMYHY
orHuia B cpaBHeHue ¢b¢ SPECT-TexHOAOrMsITA 1 raMa-eMUTHpALITE PAaAOdapMaLleBTI-
1.>° OLeHsIBaT ce AMArHOCTMYHMTE Bb3MOKHOCTY Ha HoBara xubprpHa Textnka SPECT/CT,
HO TeIrbpBa NpeacTon 06001eHne Ha KAMHIYHNUTe pesyAtari. O4aKBa Ce, ye Ts e e aATep-
Harua Ha PET/CT upe3 usnoAsBaHe Ha MHOTO T0-€BTVHI M AOCTBITHY PaAOpapMaLieBTHLIN.

3a Aa ce u3berHe GAOKMpaHe HA COMATOCTATMHOBHU PELIENITOPY OT TEPATIeBTUYHITE MM aHAAO-
311, IOCAEAHNUTE TPsIOBa AQ OBAAT CIIPEHN 32 OIIPEAEAEH TIEPHOA OT BPEME, B 3aBUCUMOCT OT
MPOABAXUTEAHOCTTA Ha ACIICTBIETO MM. 32 HAMAASIBAHE HA PAAMALIMOHHATA A032 U U30ATBa-
He Ha (DaALLVBO O3UTVBHIU PE3YATATI € YMECTHO [IOAABAHE HA AOCTATBYHO KOAUYECTBO TeY-
HOCT U AUypeTUK. KAMHMYHOTO IPUAOKeHVE Ha COMATOCTATHH-PELeNITOPHA CLMHTUrpadust
3a BU3yaAM3aLsl Ha racTpoeHTeponaHkpeacHn u Topakaain HETu e B caepHuTe Hanpasae-
Hustt 1% 1% (1) moamoMarase MoCTaBsSHETO HA AMArHO3a M AOKAAM3MPAHE Ha ITbPBUYHILS TYMOD;
(2) ompeaeasite Ha craausi Ha 60AeCTTa; (3) MOATIOMAraHe Ha U300p Ha TepAIEBTIYEH IIOAXOA;
(4) mpocaepsiBaHe Ha eeKTa OT OTePATUBHO, XMMUOTEPAIIEBTUIHO UAY OUOAOTMYHO ACYEHNE;
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(5) B3emaHe Ha pelieHye 32 IPUAOKEHNE Ha METAOOANTHA PAAVIOHYKAMAHA TePamyisi U Ipo-
rHo3MpaHe Ha eeKTa if; (6) OIpeAeAsiHe Ha IPOTHO3aTa Ha TALMEHTa.

He ce npernopbyBa pyTiHHO pocAeAsiBaHe Ha matmentn ¢ HETu upes comarocraruu-perjen-
TOPHO M300pa3siBaHe, HO TO MOXe Ad BA€3e B ChOOpaskeHIie, KOraTo Pe3yATaTHTe OT APYTUTe
00pasHu METOAM Ca HesICHU MAM HecurypHi.'” TToBedeTo Ipoy4BaHust ca BbpXy MeTacTasu-
paan HETu n ocHOBHUMAT MHTepec 3a Xupypra e AOKAAM3aLMATA HA MbPBUYHMS TyMOp. 3a
MEAVKAMEHTO3HOTO MAU MeTabOAUTHOTO PAAIOHYKAMAHO AeY€eHNe € M3KAKUMTEAHO BaKHA
uHpOpMaLMATA 32 PAa3HPOCTpaHeHe Ha OOAECTTa M KOAMYeCTBEHATA OLjeHKa Ha CTeNeHTa Ha
COMATOCTATMHOBATA PELIENITOPHA eKCIIPECIISt C OTAEA aAEKBATHA Teparysi. B To3u acrexr Hait-
yecroto npuaokerne Ha PET/CT e Busyaansaupst Ha TacTpOeHTePOIAHKPeacH! TYMOPY U
TO-PSIAKO — Ha APeOHOKAETbYeH OEAOAPODEH KapLIMHOM, MEAYAADEH TUPEOUAEH KapLMHOM,
MEHVHITOM, He0XPOMOLIMTOM/ITAParaHTAMOM, HEBPOOAACTOM 1 AD.; NHCYAMHOMIY PAAKO MO-
rar Aa 6bpar oHaraepsiBanu. OOlaTa OLeHKa e, Ye IATOAOTMYHUTE A€3UN Ce BUSYAAU3NPAT
no-paHo cumHTUrpad ek, otkoakoro ¢ KT uan MPT (ayBcrureanoct — 100% cpyuty 87%).*
B pesyArar Ha IPMAOXXEHMETO Ha COMATOCTATUH-PELIENTOPHA CLMHTUIPAQus Ce IPOMeHs
TepaneBTHUYHATA CTpaTerus npu 25-47% oT maLmeHTuTe C racrpoenTepornankpeactn HETu.*

FDG-nosumponroemucuoHHa momozpadus ¢ kommiomop-momoepagus (PET/CT). Viznoas-
BaHata '*F- ()AYOPOAE3OKCUIAIOKO32 € OCHOBEH papnodapMaleBTUK B OHKOAOIMSTA, HO
uyBcTBuTeAHocTTa pyt HETM e Hucka, mopaay KoeTo He BAM3a B CbOOpaKeHNe KaTo PyTHHEH
TecT. Yruansauysita Ha FDG e cBbp3ana ¢ AudepeHLpalysaTa Ha TyMOpa, Kato mnpu G3 Tymo-
pu (HeBpoeHaokpuuuK Kapuusomy, HEKu) 51 e Hait-Bucoka. [Tpnaoxennero va FDG PET/
CT npu HEKu e xato npu 00MyaitH1Te HeHeBPOEHAOKPMHHY KapLIMHOMM 33 ChOTBETHATA AO-
KaAM3aLys, HO IIPY TSAX OMOAOTMYHOTO COMATOCTATIHOBO A€UeHIie e HeeeKTUBHO.
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O 3a crapupaHe HA TOPAKAAHU U TACTPOEHTEPONMAHKPEACH! HEBPOEHAOKPMHHU TYMOPH (C U3KAIOYEHNE Ha MHCYAMHOM) Ce MpPenopbhYBa coMa-
TOCTaTUH-PeLeNTOPHO U300passiBaHe.

o le/l TManyeHTy, NIpy KOUTO PpYyTUHHNTE 061)33}[]/[ 1 EHAOCKOIICKM METOAU He Ca AOBEAU AO AOKAAM3NIPpAaHEe HA KAMHINYHO NMMOAO03MPAH HEBPOEHAO-
KPUHEH TYMOP, Ce nNpenoppr4yBa COMaTOCTaTUH-PEeHeNITOPHO I/ISOGPaSHBaHe.

o le/l NMO3UTUBHO COMATOCTATUH-PEeeNTOPHO MSOGPaS}IBaHe Cce npenopbiuBa 06C'b)l(AaHe 3a A€4eHMe CbC COMATOCTATIIHOBY aHAAO3M /A pa-
AUOIIENITUAHA Tepanu:Aa, He3aBUCUMO OT AUIICATAa HA KAPUVHOUAEH CUHAPOM.

O Ilpu KAMHUYHO TOAO3UPAH U OMOXMMIYHO AOKa3aH (e0OXpOMOLMTOM/MAPAraHrAMOM (KOraTo KOHBEHIIMOHAAHUTE 00pasHN METOAN He ca
AOBEAN AO AOKAAU3NPaHe MAM Ca HEKAaTeTOpMYHN) 1 3a ONpeAeAsTHe Ha CTapus Ha 0oAecTTa ce MpenopbyBa CUMHTHIPAdCKO M3CAeABaHE C
12]-MIBG/™'I-MIBG.

O 3a oleHKa Ha pa3MPOCTPAHEHOCT MPU CbMHEHMeE 32 MEeTACTaTH4eH (e0XPOMOILMTOM/IaparaHrAOM Ce PenopbuBa CMHTUIPAadCKO U3CAEABA-
He ¢ 'Z[-MIBG/"*'I-MIBG.

O 3a TrepaneBTUYHO NAaHupaHe Ha *'I-MIBG npu meractarinyes peoxpoMoLuTOM/IaparaHrANOM Ce MPeNoPbYBa 3aAbAKITEAHO IPOBEXXAAHE HA
cuuaTHrpadcko nscaepsaue ¢ 'ZI-MIBG/*'I-MIBG.

O FDG-no3uTpoHHOeMICHOHHA TOMOTpadusi ¢ KOMIIOTbP-TOMOrpadus He ce NPeNopbYBa 3a OLEHKA Ha TOPAKAAHM U TAaCTPOEHTEPOMaHKpeacH!
HEeBPOEHAOKPUHHI TYMOPU.

O 3a pecrapupaHe Ha HEBPOEHAOKPUHHN TyMopu (G1-2), excnpecupaly COMaToCTaTUHOBU PeLeNTOPH, ce NPenopbyBa COMATOCTATUH-Peljen-
TOpHO U300passiBaHe.

O 3a pAuarHosa u crapupaHe Ha HeBPOeHAOKpuHHH KapuyuHomu (G3) ce npenopbuBa FDG-no3urponHoeMucuoHHa ToMorpadusi ¢ KOMIIOTbP-
Tomorpadusi.
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Clguumuepa¢u;1 34 BU3yaru3auusl Ha Hepsoeuboxpuuuu mymopu mpﬂb’ua 0a ce npuaAaza 868 BCUMKU CAYHAU, KO2AIMO € HEACHO HDpPBUHHOMO 02HU-
uie, KAKmo u 3a onpebe/l;me HA cmaous Ha 3a60/u18auemo, u36opa Ha AeqeHue U npoc/leaﬂuaue Ha ediekma om He2o.

AUNTEPATYPA

Krenning E, et al. Somatostatin receptor imaging with '"'In-octreotide. Eur JNM 1993; 20: 716-731

Bombardieri E, et al. *'I/"*I-metaiodobenzylguanidine (mIBG) scintigraphy procedures guidelines
for tumour imaging 2010. Available on: www.eanm.org

Krenning EP, et al Somatostatin receptor scintigraphy with [ In-DTPA-D-Phel]- and [**I-Tyr3]-
octreotide: the Rotterdam experience with more than 1000 patients. Eur J Nucl Med 1993; 20 (8):
716-731

Chen H, et al. The North American Neuroendocrine Tumor Society — Consensus guideline for the
diagnosis and management of neuroendocrine tumors - pheochromocytoma, paraganglioma, and
medullary thyroid cancer. Pancreas 2010; 39: 775-783

Shapiro B, et al. Iodine-131 metaiodobenzylguanidine for locating of suspected pheochromocytoma:
experience in 400 cases. J Nucl Med 1985; 26 (6): 576-585

Van Der Horst-Schrivers AN, et al. Iodine-123 metaiodobenzylguanidine scintigraphy in localising
phaeochromocytomas: experience and meta-analysis. Anticancer Res 2006; 26 (2B): 1599-1604

Bhatia KS, et al. '*I-metaiodobenzylguanidine (MIBG) scintigraphy for the detection of adrenal and
extra-adrenal phaeochromocytomas: CT and MRI correlation. Clin Endocrinol (Oxf ) 2008; 69 (2):
181-188

26

10.

11.

12.

13.
14.

Kwekkeboom D, et al. Peptide receptor scintigraphy in oncology. In: Nuclear medicine in clinical
diagnosis and treatment, ed. by P. Ell, S. Gambihr, Ch. Livingstone, 2004, 97-105

Baum R, V. Prasad. PET and PET/CT Imaging of neuroendocrine tumors, In: Principle and practice
of PET and PET/CT, New York, 2008, 411-436

Baum R, Hofmann M. Nuklearmedizinische diagnostik neuroendokriner tumoren. Onkologe 2004;
10: 598-610

Blum J, et al. Multicenter trial with a somatostatin analog “mTc-depreotide in the evaluation of
solitary pulmonary nodule. Chest 2000; 117: 1232-1238

Szalus N, Zet al. Diagnosis of pulmonary neuroendocrine tumors with *mTc-tektrotyde (*mTc-
HYNIC-TOC) SPECT/CT and "F-FDG PET-CT in the selection of the first line of treatment
and determining staging and restaging. Abstracts of Poster Presentations (NET/PRRT/Molecular
Imaging/Radiopharmacy). World ] Nucl Med 2011; 10: 216-225

Delbeke D, O. Izrael. Hybrid PET/CT and SPECT/CT imaging. Springer 2010; 495-498

Virgolini I, et al. Procedure Guidelines for PET/CT tumour Imaging with ®Ga-DOTA conjugated
peptides: *Ga-DOTA-TOC, ®*Ga-DOTA-NOC, ®Ga-DOTA-TATE, 2010. Available on: www.eanm.org

Hofmann M, et al. Biokinetics and imaging with the somatostatin receptor PET radioligand “Ga-
DOTATOC. EJNMMI 2004; 31: 1097-1104



IIOBENEHUE ITPY TOPAKAJTHHU U TACTPOEHTEPOITAHKPEACHH HEBPOEH/JOKPHHH TYMOPHU
KnuHnuHo pbKoBOACTBO, 0CHOBaHO Ha Aokasarenctsa / HalmoHaneH excriepren 6opa

: OPE 2012

I 2.3. EHAOCKOIICKU U3CAEABAHNIA

2.3.1. EHAOCKOIICKH H3CA€ABaHIS P 0€AOAPOGHM I TUMYCHM
HEeBPOEHAOKPUHHU TYMOPHU

Aanaun Ilempos

Bponxockonus u duaznosa. bporxockommsra (puruaHa 1 GpAeKCOMAHA) € OCHOBEH VH-
TEPBEHLMOHAAEH METOA 33 AMATHOCTHULIMPAHEe KAaKTO Ha 6eA0APODEH KapL1HOM, TaKa 1
Ha 6eA0ApobOHY HeBpoeHAOKpyHHN TymMopyu (HETu) mpu manuentu 6e3 mporusomoxa-
3aHus.! AMarHoCTMYHATA 11 CTOMHOCT 3aBUCU OT AOKAAMBALMATA Ha OCHOBHMUS TYMOD.
LleHTpaAHUTe Ae3UM Ce MPEACTABAT KaTO eK30pUTHU eHAOOPOHXMAAHM MACH, TYMOp-
Ha MHOUATpALMS Ha OPOHXMAAHA CTEHA MAM BBHIIHA KOMIIPECUs OT IMepubpoHXMarHa
maca.? TUmMYHNTE KapLUHOMAM HATTOAODSBAT ITOAMIIN, AOOpe OTpaHMYeHN U IIOABVDKHM,
KOraTo ca Ha ,kpade”. Te ca ooOpe BacKyAapusyMpaHu 1 UMAT TEHAEHLNS 32 KbPBEHe pK
6uorcus. MeToabT nMa A0Opa AMarHOCTUYHA YYBCTBUTEAHOCT NPY LIEHTPAAHU A€3UM
(83-88%).! ITpn OpoHXOCKOMMS Ce MpernopbYBa MpUAAraHe Ha KOMOMHALVS OT IIUIIKO-
Ba Oumoricysi, 4eTKoBa OMONCHUs, TpaxeaAeH MAM OPOHXMAAEH AaBaX M OPOHXOAaABEOAA-
pen AaBax (BAA).? Hai1-Bucoka e AMarHocTiyHaTa CTOMHOCT HA IMIIKOBaTa Ouormcus
- 50-92%."* TlpenoppyuBa ce M3BbPIIBAHE HA [OHE TpU WMNKOBY buoncun.? [Tpu Bu-
AWMU A€3UM AMAarHOCTMYHATA CTOVHOCT HA YeTKOBAaTa OMOICUS € CPeAHO 0KOAO 60%."
* TpaxeaAHMsT, OPOHXMAAHMAT AaBaX M BAA AONMPMHACAT 3a LUTOAOTMYHA AMArHO3a
Ha beaoppobuuTe HETu. TpaHcOpoHXMaAHaTa acpalioHHa OMOTICHSI IPY €HAOOPOH-
XMAAHU UBMEHEHUS € CbC CPeAHA AMArHOCTUYHA CTOMHOCT — 78.3%, a mpu cyoMyKosHu
Aesunt — 69.7%."2 3a onTMMM3MpPaHe Ha AMATHOCTUYHATA CTOMHOCT Ce MPenopbyBa KOM-
Ounanyst ot ropensbpoennute metoan.”> GaexcnbruaHaTa OPOHXOCKOMNS Ma TI0-HICKA

27

YYBCTBUTEAHOCT MPU AMATHOCTULMPaHe Ha MepudepHu Ae3uy B CpaBHEHME C LIeHTPaA-
HI. Bprpexu ye ¢payopockomuaTa MOXKe Ad MOAOOPU AMArHOCTMYHATA CTOMHOCT, TPU
nepudepHI Ae3uM Pe3yATaTUTe Ca MO-A0DOPM NPy TPAHCTOPaKaAHA acmyupaluoHHa 6u-
oncus (TTAB)." > TpaHcOpoHX1MaAHaTa acIMPALMOHHA OMOTICHS MMa Half-TOASMA TTOA3a
IpU AMarHo3a Ha KaplHOMeH AUMaHIuT.?

Bponxockonus u cmadupane. MeTOABT TO3BOASIBA OLieHKA HA AOKAAM3ALMATA U pas-
IPOCTPAHEHOCTTA HA eHAOOPOHXMAAHMTE Ae3uu. [Ipy Oraes Ha rAaCHM BP3KM Ce Thp-
CM HaAMYMe Ha ITapaAn3a, KOATO € AOKA3aTeACTBO 33 MEAMACTUHAAHA MHBA3MA U Heo-
epabMAHOCT Tpy KopeAawust ¢ o6pasHute uscaepBanus. beaoppo6un HETu, xouro
o6xBallaT KapyHa, ce ONpeAeAsT Kato T4 11 ca HeMOAXOAAIIY 3 OTIePATUBHO AeYEHMe.
AKO TYMOD®BT € Ha Pa3CTOsAHME < 2 Cm OT KapuHa ce cTapupa karo T3, a > 2 cm ce on-
peaeast karo T2.%*TTpu HETu Ha TMMyca Ce AMarHOCTULIMPA Bb3MOXKHO 00XBaljaHe Ha
TPaxeoOPOHXMAAHOTO ABPBO.

Lepsukarna meduacmuHockonus. 3a Hest CA AOCTBITHY TOPHNUTE 1 AOAHNUTE TTapPaTPaxeaA-
HI AUM(HY BB3AM BASICHO 1 BAsABO (rpymu R2, 4 u L2, 4), BMCOKMTE MEAMACTUHAAHM, Ipe-
BACKYAApHU U peTpoTpaxeaAnn (rpyma 1 u 3) u npepHnTe CybKapuHaAHM Bb3AM (rpyma 7),
AOAHMTE MEAVACTMHAAHY Bb3AK (rpyma 8 11 9), Bb3AMTE OT a0PTONMYAMOHAAHMS TPO30PeL]
(rpyna 5) u mpeaHuTe MeanacTuHaAHM (rpyna 6) AumbHu Bb3AN.*° ChBpeMeHHATa BUAEO-
aCUCTUpaHa MeAracTHHOCKomaHa AnMbapeHexTomust (VAMLA) uma peanua tTexHude-
CKM IPEAVMCTBA, AABa [0-A00pa BUAMMOCT ¥ TTO3BOASIBA PasIIMpeHa AMMGbHA AVCEKLN,
BKAIOYMTEAHO ABYCTPaHHA MEAMACTMHAAHA AMMQpapeHeKTOMMA.® MeAracTMHOCKOmMsTa
Ce M3BBPIIBA HAI-YeCTO TMOA 00lIa aHecTesus, KaTo eAHOAHeBHA Xupyprus. Vsmoassa
ce KOXKEH Pa3pes Hap IOIyAapHaTa M3pesKa, MEAMACTMHYMBT Ce TYHEAU3MPA ABYCTPaH-
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HO [apaTpaxeaAHo U Mpe3 MEAMACTUMHOCKOIL Ce M3BBPIIBAT OMOICKUY Ha MEAMACTMHAAHK
anmdun Bb3Au. IIpoliepypara e mMocAeABaHa OT PeAKM YCAOKHeHus (2%) M CMBPTHOCT
(0.08%).” Kato HauaAeH METOA 3a ThKaHHA AMArHO3a MEAVACTMHOCKOIMATA MOXe Aa Obae
MPUAOKEHA B CAYYail HA TOASIM L{EHTPAAEH TYMOP MAM MEAMACTMHAAHA Maca, akKo Mopdo-
AOTMYHA AMArHO3a He MOXe AQ Ce IIOCTUTHE C APYT TT0-MaAKO MHBa3uBeH MeToA.” UyBcT-
BUTEAHOCTTA HA METOAA € 0KOAO 80%, a HaAlMBO OTPULATEAHNTE PE3YATATH AOCTUIAT
A0 10%.%7 3 OKOAO MOAOBMHATA OT CAyYauTe ¢ GAALIMBO HETATUBHU Pe3yATaTy (MEXAY
42-57%) ce ABAXAT HA HEAOCTBITHY Ype3 MEANACTUHOCKOMNST AUMGHM Bb3AN, HO 3aBUCST
1 OT HAYVHA, T10 KOJITO € M3BBbPLIEHA AVCEKIIMSTA Y B3eMaHETO Ha MaTepuaaa.’ B mpeaanns
CAy4ail TpsAOBa AQ Ce M3CAEABA TIOHE eAMH AUM(EH Bb3eA OT BCsiKa rpyma (BAsICHO 2, 4, 7,
BASIBO 4 11 2) C MBKAIOUEHMeE HA CAy4Yay C AUIICBALA HAXOAKa mpy Avicexuys.® Crienydud-
HOCTTA ¥ BAALINBO MOAOKUTEAHUTE PE3YATATY NP MEAMACTMHOCKOMMS Ca ChOTBETHO
100% n 0%.* OuenkaTa Ha Te3) MOKA3aTEAU € TPYAHA, 3aL[OTO MALMEHTUTE C IOAOXKUTE-
A€H PE3YATAT He Ca [I0KA3aHM 32 AOITBAHUTEAH) MHTEPBEHLMM (HAIpUMep TOPAaKOTOMS)
3a IOTBbP)KAABaHe Ha peayatarute. I1pyu mauuenTu ¢ nepudepHa GpopMaLus u KAMHIYEH
craanit | ceH3UTUBHOCTTA € 0KOAO 45%, a GaALINBO HETATUBHUTE PE3YATATH Ca OKOAO 8%.°
B Tasu rpyna HaMa o0siCHeHuMe 32 HICKATA YYBCTBUTEAHOCT HA METOAQ.

Paswupena meduacmurockonus. Aapa Bb3MOXHOCT 32 Ol|eHKA HAa HEAOCTBITHM upe3
LiepBMKAaAHA MEAMACTUHOCKOIINS AUMQHY BB3AM OT A0PTOIYAMOHAAHMS IIPo3opel; (rpy-
ma 5); npuaara ce pAAKo B mpakTukaTa.'” MeAMacTMHOCKOI'BT Ce BKapBa Npe3 KAACH-
YeCKM paspes, HO AUCEKLMATA Ce AOI'bABA CBC CElMpPaHe AATEPAAHO OT aOPTHATA ABIa.
KombuHauusTa OT CTaHAAPTHA U Pa3lIMPeHa MeAMACTHHOCKOIMS T0KasBa oA0OpeHme
Ha CEH3UTMBHOCTTA M HAMaAsBaHe Ha (AALIMBO HEraTMBHMUTE DPA3yATaTH mpu Geao-
Apo6Hy HETK Ha AeBMS TOpeH AsA, KAKTO U B IOAOOHUTE CAyYau C HeADeOHOKAETbYeH
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6eroapobeH KapLHOM 3a AnarHoctuiypane Ha N2-3 6oaect.!! Caep M3BbpIIBaHEe Ha
pasiMpeHa MEAMACTUCKONMS Ca OIMCAHNU CA CAMO ABE YCAOXKHEHUs! (MHCYAT M aOpTHA
yBpeaa) mpu 550 6oanu.” !

Ilpeona meduacmuromomus (npoyedypa Ha Chamberlain). Tst e aATepHaTUBEH MeTOA 32
OL|eHKa Ha AUMQHY Bb3AM OT rpyma 5. VIsBbpliiBa ce KaTo eAHOAHEBHA XMPYPIUs Ypes pas-
pes, 3aIoyBaly HEMOCPEACTBEHO OT ABMs Pb0 Ha CTEPHYMa BB BTOPO MAM TPETO MEXKAY-
pebpue, ¢ peseKLysi MAK He Ha ChOTBETEH peGpeH Xpyuisia.® B AoIrbAHeHNe Ha CTaHAQPTHA
mepanactuHockorvst ipu 60aru ¢ HETu Ha AsiB roper 6eA0APOGEH ASIA, TIPeAHATA MeAU-
ACTUHOTOMUS ChILIO OAOOPSIBA YyBCTBUTEAHOCTTA 1 (AAIIMBO HETATUBHUTE PE3YATATH 32
AuarHocTuiupaxe Ha N2-3 6oaecr.® 2

Budeo-acucmupana mopakockonus (VATS). Tst e nHBa3uBeH METOA 32 AMArHO3a Ha HesiC-
HU COAMTApPHU 6eA0APOOHM HOAYAM (1TOA 3 Cm B AMaMeTdp 1 C repudepHa AOKAAN3ALNS),
KOTaTo MO-MAAKO MHBAsMBHI MPOLIEAYPM He Ca B ChCTOsHME AQ I MpAeHTUdMLMpar. Ase
NpOyYBaHMsA ChOOILABAT 3 BUCOKA YYBCTBUTEAHOCT Ha MeToAa — 96% n 100%, a Apyro — 3a
HICKaA 4yBCTBUTEAHOCT — 41%."° YecToTaTa Ha yCAOKHEHNMS C HEOOXOAMMOCT OT KOHBEPCHs
KbM TOPAKOTOMUS € TI0A 1%.'3 AIicBa CMBPTHOCT OT AMArHOCTMYHA TOPAKOCKOIINS, & MOp-
OupHOCTTA € MexxAy 3.6% 1 22%.

Crapupama VATS e nokasaHa 3a oLieHKa Ha HEAOCTBITHM 32 LjePBMKaAHA MEANACTMHOCKO-
MU MeAMACTMHAAHM AUMGHM Bb3AKM U crieyasHo rpymu 5 u 6 npu HETu Ha asB ropen
6earoppobeH AsA. VIsBbpiBa ce mop 061a aHecTe3us 1 AaBa Bb3MOXHOCT CaMO 33 eAHO-
CTPaHHO M3CA€ABaHe Ha MeAMACTUHYM. [Ipu cTapupaHe Ha MEAMACTHHAAHYM AUMQHU Bb-
3au upe3 VATS HsMa AOKAaABaHa CMBPTHOCT, 8 yCAOXKHEHMSITA ca 0KOAO 2%.'* 1 UyBcTBu-
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TEAHOCTTA Ha METOAMKATa Bapupa Mexay 37% u 100%; npuunHaTa 3a FoAeMUTe Pa3AUKL
€ HesiCHa. AOpM 1 B IIPOYYBaHUs, BKAIOYBAL[Y CAMO TALMEHTH C YTOAEMEH! AUMQHY Bb-
3AH, YYBCTBUTEAHOCTTA i e MeXAy 50-100%. ITpoyuBanero Ha Sebastian-Quetglas, et al.”®
€ eAMHCTBEHOTO MPOCIEKTUBHO, PAHAOMUBUPAHO, MHOTOLEHTPOBO U3IUTBaHe, HO CaMO
75% ot maumenTuTe ca moaxoasium 3a VATS crapupane’: CpepHaTa crenupuyHOCT €
100%, paammmBo HeraTMBHUTE pe3yATaTu ca 15%, a paammBo noroxutesrnte — 0%. OeH-

ToABT VATS MOXe Aa ce M3MIOA3BA 1 32 OLleHKa Ha T-CTaAMsA: B TpU MPOYYBAHMSA NIPY MALM-
eHTU ¢ 00pasHu uscaepBanus, cycnekthy 3a T4, mpu 38% (29-50%) Auncsa aHraxupaxe
Ha OKOAHM OPraHu i CTPYKTypu.'> Ipy malueHT! C HeraTMBHA LIUTOAOTMS OT IA€BPAAEH
nyHkTat VATS pokasBa, ye camo npu 40% OT TSAX UBAMBBT He Ce AbAXKM Ha MAaAUTHEH IPo-
tec.' [Tpu MHOTO MpoyyBaHus pyruHHOTO VATS 13caepBaHe AOKa3Ba HEMOAO3MPAH MAEB-
paaeH usAuB B 0 A0 5%."* ITpy eAHO poOyUBaHe € AOKa3aHO METACTATHYHO AaHTAKMPAHe Ha

KaTa Ha Te3M IOKAa3aTeAM € TPYAHA, 3Al0TO MALMEeHTUTEe C MTOSUTUBHU AI/IMCl)HI/I BDB3AU HE
Ca IMOKa3aHM 3a AOIbAHUTEAHM MHTEPBEHLIMM 32 IIOTBDP)KAABAHE HA T€3U PE3YATATU. Me-

nAeBpa mpu 6% ot 6oanuTe."® ITo-TOASIMA YaCT OT MALMEHTHUTE B Te3U MPOYYBAHMS MMAT
KOMITIOTBHP-TOMOIPadCKI AAHHM 32 ACKPETHO YTOAEMEHY AUMQHY Bb3AN.

B O llepBuKasHaTa MEAMACTMHOCKOMMS € METOA C AMarHOCTHMYHA CTOIIHOCT, AaHAAOTMYHA HA €eHAOOPOHX1aAeH YATPa3BYK-TPAaHCOPOHXMAAHA ACIIN-
panyoHHa Ouoncus, eHpoe3odareareH yATpa3ByK-TpaHce3odarearHa aCIMpPalMOHHa GHONCHUs, TPAaHCOPOHXNAAHA ACIMPALOHHA GHONCUSA U
TPAHCTOPAaKaAHA aCMMPALVIOHHA MTAeHa GIOINCHS 3a OlleHKa Ha cTaAuii N2-3 npu manyeHTH ¢ yroAeMeH! MeANacTUHAAHN AUMQHN Bb3AU Oe3
AQAEYHH MeTacTasu, 00ChXAQHY 32 XMPYPTUYHO AedeHe.

O JI3pbpuiBaHe HA OPOHXOCKOMNI € NMPEeNOPbYUTEAHO NPH MALMEHTU ChC CYCHEKTeH LieHTPaAeH 6eAOAPOGeH HEBPOEHAOKPIHEH TYMOP 3a MOT-
Bbp)KAABaHe HA AlIarHO3aTa. B cAyyall Ha HEeAIArHOCTUYHY, HO CYCIIEKTHU PE3YATATU e MPeNopbYMTEAHO 3BbPUIBAHE HA IOCAEABAIIY AMAr-
HOCTIYHM M3CACABAHNUA.

o le/l €HAOCKONICKU BUAVIMM TYMOPH Ce IIpenopb4iBa NpUAaraHe Ha nopeve oT eAH BUA OnoncuyH" MeTOoAU (umm(osa, YeTKOoBa GI/IOIICM}I, AQABAX,
TPAHCTOPAKAAHA acIMpPpaliiOHHA 61/[011(11/[5[), 3a Aa ce onTUMHU3Mpa YyYBCTBUTEAHOCTTA HA I3BCACABAHETO

O Ypes OpoHXOCKOMUSI MOXKE AA Ce IOCTABU AMArHO3a Npu nepudepHu Ae3ni, BbIPEKH Ye TPAHCTOPAKAAHATA NTA€HA OUONCHS e NPeATIOYUTAH
TIOAXOA,
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C O Ilpu nauyeHTH C MO3UTHBHA MO3MTPOHHOEMUCHOHHA TOMOrpadusi C KOMIIOTHP-TOMOrpadus e NpenoprYNTEAHO U3BBPIIBAHE HA XUCTOAOTMY-
HO M3CA€ABaHe 32 IOTBbP)KAABaHe Ha crapuu N2-3.

O Ilpu namyeHTn c Ape6GHOKAETbYEH 6€A0APOOEH KapLIIHOM € 3aAbAJKITEAHA XHPYPIUYHA eKCIIAOPALUsI HA MEAMACTHHYM Ype3 MeAMaCTHHOCKO-
VST NAY APYTH IIOAXOASIII{N METOAM (€HAOCKOIICKI METOAM, PEAHA MEAMACTHHOCKOIINSI, BUA€O-aCHCTHPAaHA TOPAKOCKOMMS) C LieA AQ Ce U3KAKO-
Y1 OKYATHO aHT@KUpPaHe Ha MEAMACTHHAAHM AMM(HM Bb3AUL.

O llepBuKasHa MEANACTHHOCKOMMS € 3aAbAXKUTEAHA CACA HeraTHBEH Pe3yATAT OT M3IIOA3BaHe HAa UTAEHN eHAOCKOTICKY TEXHUKH NMPY MAIVeHTH C
yroaeMeHy MeAacTUHAAHU AUMQHY Bb3AY 1 0€3 AAAeUHM MeTacTa3!, He3aBIUCUMO OT Pe3yATATHTe OT NO3UTPOHHOEMICHOHHA ToMorpadus ¢
KOMIIOTBP-TOMOrpadus.

O Ilpu nauueHTy ¢ nepudeper TyMOp B KAUHMYEH CTapMii | ¥ MO3UTHBHU MeAMACTMHAAHY AUMGHU Bb3AU NPU MO3UTPOHHOEMUCHOHHA TOMO-
rpa¢usa ¢ KOMIIOTbp-ToMorpadus (0e3 AaseuHM MeTacTasu), epBIUKAAHATA MEAMACTHHOCKOMMSA Ce NMPEATIOYNTA 32 MHBAa3UBHO CTAAMpaHe.
Enp00poHXmaseH yATpasByK-TPaHCOPOHXMAAHA aCIMPALMOHHA Ouoncus u eHaoe3odareaseH YyATpasByK-TpaHce3odareaAHa acCHMpaLuoOHHA
Guorncus ca Bb3MOXKHI aATEPHATHBY, AKO IPY HETATUBEH Pe3YATAT MMa Bb3MOXKHOCT 3a U3BbPIIBaHe HA MEANACTIIHOCKOIILS.

O Ilpu nagueHTn ¢ ueHTpaseH Tymop (0e3 AaAeyHn Meracrasu) HepBUMKAaAHATa MEAMACTUHOCKONIS Ce MPEANOYNTa 32 UHBASMBHO CTAAMPAHE.
EHAOOpOHXMAAEH YATPa3BYK-TPaHCOPOHXMAAHA acHMpaLIOHHA Ouomncust 1 eHpoe3odareareH yATpas3ByK-TpaHce3odareaAHa acHMpanioHHA
Guorncus ca Bb3MOXKHA AATEPHATIBA, aKO NPV HETaTHBEH PE3YATAT UM Bb3MO)XHOCT 32 M3BbPIIBAHE HA MEAUACTUHOCKOMMUS.

O Ipu nagueHTH C KApUUHOUA Ha ASIB rOpeH 0eA0APOOeH AsiA, TOKa3aH! 32 MHBA3MBHO CTaAMpPaHe, IPEAHATA MEAMACTIHOTOMIS M Pas3uin-
peHaTa MeAMaCTHHOCKOMMS ca e(UKACHU METOAM 32 OLEHKA Ha AMMQHM BB3AU OT IPyHa 5 NPy HeraTUBHU ADYIM IPYINM MEAMACTHHAAHM
AUMQHM BB3AN.
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¢ O Bupeo-acucTupaHaTa TOPAKOCKOICKA OLlEHKA Ha HEAOCTBITHY C MEAMACTIHOCKONIS MEAMACTUHAAHY AUM(HY BB3AU OT rpynu 5, 6, 8 1 9 Mmoxe
A2 ce 00CHXAA MHABUAYAAHO IIPU BCEKI OTAEAECH 00AEH, KAHAMAAT 32 XHPYPIMYHO AeYeHle, KOIaTo Ce ChIIOCTABU C Bb3MO)XHOCTITE Ha APY-
IUTe CTAAMPALI METOAMKI.

O Bupeo-acucTupaHaTa TOpaKOCKOMIUA MOXKE AQ Ce IPUAOXKN 3a T-cTapupaHe npyu GOAHM ChC ChbMHEHME 32 MHBA3UA HA MEANIACTIHYM M IPbAHA
CTeHa npy HenH(OPMATUBHU AQHHY OT NIO-MAAKO MHBA3UBHU MeTOAU. IIpu moaxoasium 3a AedeHne 60AHY ¢ 6EAOAPOOHY M TUMYCHU HEBPOEH-
AOKPUHHU TYMOPH C A€BPaA€H U3AUB, BUAEO-ACUCTUPAHATa TOPAKOCKOINCKA OMOINCHS Ha MAeBpa TPSI0Ba Aa Ce Ma MPEeABNA NPY HeraTHBHU
PEe3yATaTH OT acIMpanys U 3aTBOpeHa Ouoncus.

)] O MeAuacTHHOCKONMS MOXKe AQ O'bAe MPHAO)KEHA B CAYYall Ha TOASIM LieHTPaA€eH TYMOP MAU MEAMACTHHAAHA Maca, aKo He MOXKe A ce TOAYYH
Mop]oAOrIYHA ANATHO3A C APYT I0-MAAKO UHBA3MBEH METOA,

O Bupeo-acucripana Topakockonus Tpsi6Ba Aa ce 06ChAU NPY MALMEHTH ¢ neprdepHN Ae3UH, CYCIIeKTHHU 32 TOPAKAAHI HeBPOEHAOKPIHHI TY-
MOPH, KOraTo 0-MAAKO HBA3MBHUTE METOAM He Ca MOCTUTHAAM XMCTOAOTMYHA U/UAY LUTOAOTMYHA BepuduKanus.
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O Ilpu kAuHUYHU NPpU3HAYYU U 00pA3HU OAHHU, CYCHEKMHIU 34 MOPAKAAHY HeBPOeHOOKPUHHI MYMOPU, HPEHOPDHUNIEAHO e U3BBPULBAHEINO HA
KOHBEHYUOHANHA OUAZHOCHUYHA OPOHXOCKONUA.

O IIpuopumem HA KOHBEHYUOHANHAMA OPOHXOCKONUA e 00CHABAHE HA A0eKBameH MAMepUdi 3a UHIMoA02UYHO/XUCHIOA02ZUHHO U3CAeOBAHE C HeA
MOpPhor02UYHA OUASHO3A Ype3 KOMOUHAYUS O OUONCUYHU MeIoOU.

8 Ilpu nepudepru 6e100poOHU Ae3ul e HPEHOPBUUNIEAHO OUONCUYHUME U3CACOBAHUS 04 Ce U3BBPULBAIN C HOMOWINA HA (PAYOPOCKON UAL HOO
exozpagcKu KOHMpoA.

8 Toynusim eHOOCKONCKY CTa0Ull HA MmopaKkairsu HeBpoeHBoxpuunu mymopu nosaAuAsa nomebsaugomo mepanesmu4Ho nosedexue.

8 Ilpu cvomBemnu 0anHu OmM 06pA3HO U3CAeOBAHE UEPBUKAAHAMA MeOUACMUHOCKONUS, PA3UUPeHama MeOudCMUHOCKONUs U npedHama
MeOUACHUHOMOMUS Ca ehUKACHU MemoOu 34 UHBA3UBHO CIMAOUpaHe NPy HayueHmy ¢ HeOpeOHOKAemvyeH 6eA00poOeH KapyuHoM, 00CHHOAHI
3a xupypeu4Ho reyerue. IIpu Bceku omoereH cay4ail u36opom HA Memoo ce OUKIMYBA oM 00pa3Hy OAHHY 3a 00XBAULAHEe HA PA3AUYHU MeOUdc-
MUHAAHY 2PYHU.

O Budeo-acucmupanama mopakockonus e Memoo0 Ha u300p 8 cAyHaume cbC cyCHeKmMHU nepudepry 6eA100poOHU HeBPOEHOOKPUHHI MYMOPH,
K02amo Opyzumnie HO-MAAKO UHBA3UBHIU MeIMOOU He ca 00BeAl 00 YUMOA0ZUHHA/XUCHOA0ZUHMHA BePUPUKAUUA, KAKMO U B CAYHAUINE C eMUOA0-
2UYHO HeOUAZHOCHMUYUPAH HAeBPALeH U3AUB.

O Budeo-acucmupanama mopakockonus mpa0sa 0a ce uma npeosuod npy cmadupane Ha MOpaKaiHY HeBPOeHOOKPUHHU MYMOPU 3G OYeHKA HA
AUMPHU BB3AU, HEOOCHBHHIUL 30 YePBUKAAHA MeOUACHUHOCKONUA U HO-PAOKO 3a T-cmaoupane npu nayueHmu, 00Co¥0aHU 3a ONePayl.
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2.3.2. EHAOCKOIICKI M3CA€ABAHISA IPY FACTPOEHTEPONAHKPeaCHU
HEBPOEHAOKPHHHU TYMOPU

Bopucaras Bradumupos

B 3aBUCMMOCT OT KAMHMYHATA U35Ba M AOKAAMBALMATA HA TACTPOEHTEPONAHKPEACHUTE
HeBpoeHpokpurHy Tymopy (HETn) ce usnoassar caeanute eHAOCKONCKM MeToAu: (1) rac-
TPOMHTECTMHAAHA €HAOCKOIIS M CBBP3aHM C Hesl IPOLIeAYPU: TOPHA eHAOCKomus (e30¢ha-
rOracTPOAYOAEHOCKOIIS), AOAHA EHAOCKOIIVSL (MAEOKOAOHOCKOIINSI) ¥ €HTePOCKOIMS — €H-
AOCKOTICKA GaAOHHA eHTEPOCKOINSI, KAIICYAHa EHAOCKOIINSL; (2) eHAOCKOTICKa exorpadust 1
(3) AyoA€HOCKOMIMS C EHAOCKOIICKA PeTpOrpasHa xoaanruonankpearorpadus (EPXIT).

Tacmpounmecmunaina endockonus c 6uoncuu. Ts e cpeACTBO Ha u300p 3a AMArHO3a Ha
ractpouHTectuHasuy HETu. Ocurypssa BusyaAnsauys, AOKaAM3aLs, OMICaHMe Ha TyMO-
PM, MaTepyaA 3a IOCAEACTBAILO XMCTOAOTMYHO 1 MUMYHOXUCTOXMMUYHO U3CACABAHE, HEOD-
XOAMMU 33 OKOHYATeAHaTa AMarHosa.'* CTaHAAPTHOTO eHAOCKOIICKO M3CAEABAHE MOXe Ad
ce ChueTae C eHAOCKONCKA MOAMIIEKTOMMUS MAM MYKO3HA Pe3eKLys), KOETO A AOBEAE A0
PaAMKAAHO OTCTpaHsABaHe Ha TyMopa.’ [IperopbuUMTEAHO e B Te3M CAYYal Ad Ce M3MOA3BA U
€HAOCKOIICKa exorpadus 3a oljeHKa Ha CyOMyKo3HaTa MHBa3usA 1 pasmepa Ha HETu.

Endockoncka XapaxKmepucmuKka. Awurncpar Cl'IeLU/[(l)I/l‘{HM Geaesu 3a TaCTPOMHTECTMHAAHN
HETu>*

Xparonposoo. \eMOHCTpUpA BUA Ha e30(areareH KapLimHOM.

Cmomax. Hait-4ecTo ce MPeACTaBAT TAQAKY CYOMYKO3HN A€3MM, Pa3OAOKEHM BB (GYHAYC
U TIPEMMAOD; TIO-PSIAKO Ce AMArHOCTULIMPAT MHOXKECTBEHM MOAUTIOMAHM A€3UM VAU YALlepa-
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L, IOAOOHM Ha paHeH cToMaleH kapuyuHoM ot Tul Ila. OmmcBa ce xapakTepucTukara Ha
pasanunute noprunose: (1) HETu tun I: noaunonaky, Muoxectsery, 90% ca ¢ pasmep 1oa
1 cm, ¢ epo3uyt Ha pOHA HA XPOHMYEH aTPO(UUEH FACTPUT; IOKA3AHM Ca 33 eHAOCKOIICKO OT-
CTpaHsiBaHe (AO [T MAAKY TYMOD@ Ha CEaHC) Ype3 eHAOCKOIICKA TIOAUTIEKTOMIS MAY MYKO3HA
PeseKLysl; MHOXKECTBEHNUTE U TOAEMY BAPUAHTY He TIOAAEXAT Ha eHAOCKOIICKO AeveHue; (2)
HETwu tum II: maaku (70% ca < 1.5 cm), moannonaHy, B kopryc u GyHAYC, Ha GpoHa Ha Xumep-
TpodMUHA AUTABMLA; HEOOXOAVMIL CA MHOYKECTBO OMOIICHM OT LieAVsI CTOMAX; IIPU TYMOPY AO
1 cm ce 06CHKAR AOKAAHA EHAOCKOIICKA pe3eKuyust, a criopea 6post Ha HETu — enpockorcko
MAY xupypriyHo Aevenie; (3) HETu tun I11: eAntmanmy, no-roaemu rymopuu popmauuu (0.5-5
cm, 55% ca > 2 ¢cm), Ha (OHA Ha HOPMAAHA AUTABULIA; He [IOAAEXKAT Ha eHAOCKOIICKO A€YeHMe.
CAep EHAOCKOIICKO OTCTPaHsIBaHe Ce MPEropbyBa eHAOCKOIICKO M3CAEABAHE C MHOXKECTBEHY
6uoncyy mpe3 eaHa-ABe ropausi, a mpu HETu tum 11 ce chyuetaBa ¢ enpockoricka exorpadust
Ha BCEKM LIECT MECELd MAU €KETOAHO CAeA Tperara ropuHa. [1pu mayueHTu ¢ arpodudeH
racTpUT, 0CODEHO C XUMO- 1 axAOpXuApus (mosuuien puck 3a HETu Ha cTomax), eHpocKon-
CKO M3CAEABAHE C MHOXECTBEH! OUOICHY Ce TIPeropbuBa Ipes yeTupu roaunn. [Ipu xumep-
IIAQ31st Ha eHTEPOXPOMAQUHHY KAETKY ChILO Ce NPENOPbYBa IACTPOCKOINS C MHOKECTBEHY
Oyiomcyy 1 éHAOCKOTICKa exorpacust (¢ Haif-BUCOKA AMATHOCTIYHA CTOMHOCT).

Ayodenym (nankpeamodyooenarra 00aacm). Aesumure ca MaAKY, TAQAKM, IIAOCKH, CbC MAM Oe3
YALIEpaLWM MAK Ce TIPEACTABAT KaTo CyOMYKO3Ha Maca. [ACTpUHOMMTE Ca NPEAMMHO B TIPOK-
CHMaA€H AYOAEHYM, COMATOCTATMHOMMUTE U ADYTUTE XOPMOH-TIPOAYLPALL} TYMOPY MOKa3Bar
aACHOMATO3€H PACTeX OKOAO MammAara Ha Vater. EHAOCKOIICKA peseKuys e TIOKasaHa [py 13-
Gpannt Maaku Tymopu. HeoGX0AMMO e eHAOCKOIICKO TIPOCAEAsIBaHE Ypes racTpOCKoms ¢ Gu-
OIICHSL M eHAOCKOTICKA exorpadust nan Komrorbp-romorpadust (KT) Ha Tpery, wectut u ABa-
HAAECETH Mecell; YeCTOTATa Ha KOHTPOAHNTE M3CACABAHMS 3aBUCH OT MAAUTHUTETA Ha TYMOpA.
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ToHKko uepso (ieronym). Upe3 KancyaHa/6ar0HHA eHTEPOCKOMMS Ce HAOAIOAABA TYMOPHA
Maca ¢ HOBbPXHOCTHY YALIEPALIN.

M/leyM U UreOueKarHa Kkrana. Hait-uecra HaXO0AKa € MAaAbK, TPYAHO BUAUM CY6MYK03€H TYy-
MOp, Xunepemus Ha OKOAHa AUTaBHULla, aCUMETPUYHO 33Ae6eAHBaHe Ha CTE€HaTa, KOHL|EH-
TpUYHA Cy6CTeH038 Ha KAarara.

Anenouxc. Maaku Tymopu (B 95% ca < 2 cm) B AUCTaAHa TpeTa.

Llexym, debeno u npaso yepso. HabAlopaBat ce TAAAKM, ABCKABHU, OAEAO KDATY TAOCKH A€3MM
6e3 yALiepaumu, ¢ pasmep 0KOAO 1-2 cm; B ABO Ae6eA0 YepBO MOTaT AQ Ca C BUA HA AAEHO-
KapLMHOM, & B PEKTYM A Ce IPEACTABAT KaTO MAAKM X'bATEHUKABY CyOMYKO3HM TyMOPH Oe3
crenmduYHa XapaKTePUCTUKA MAM KaTO TIOAUIIN Ha Kpaye C KbpBeHe; OTKPMBAT Ce CAYYailHO
NpY PYTUHHA eHAOCKOMMA. EHAOCKOICKA AOKAAHA Pe3eKLs € MOKA3aHa IPU TYMOPU AO 2
cm, 6e3 Aa € 3aAbAXKUTEAEH ADYT, OCBEH eHAOCKOIICKIM, KOHTPOA. Bb3MOXXHa € eHAOCKOTICKa
TOAMTIEKTOMMUS VAM MYKO3HA Pe3eKLys M PU TYMOPHU Haa 2 CMm, HO TIPU CTPOT @XKeroAeH
KOHTPOA, BKAIOYBAIL} AOAHA €HAOCKOTISA C GOTICIM, TPAHCPEKTAAHA eXorpadis, eHAOCKOI-
cka exorpadust, KT u maruutHope3oHaHcHa romorpadust (MPT).

Memacma3su om HETu ¢ HeussecmHa nvpsu4Ha 10Kkaiudayus. Korato ce moposupa mpo-
U3XOA OT TaCTPOMHTECTVHAAEH TPAKT Ca TOKa3aH! FOPHA U AOAHA €HAOCKOINNS, KallCyAHa
€HAOCKOIINSI M eHAOCKOTICKA exorpadus.* EHpocKoIcKaTa exorpadst MOKe Aa OLIEH! AYMeH,
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OKOAHY ThKaHM, (MEAMACTUHYM C AMM(HI Bb3AY, METACTA3M, TAEBPAAEH U3AUB, CBPLIE, Cb-
AOBe), TAHKPeAC, )KABYHM ITBTHIIA, YACT OT YepeH APo6/AMMQHY Bepury, AsiBa HaAObOpeuHa
xAesa, acyuT.’ OlleHsABa PasHpOCTPAHEHMETO U B MEPUITAHKPEACH! CTPYKTYpPM, 0COOEHO
B roaemu cbpoBe. OTKpUBAHETO Ha yroAeMeHM AMM(HM BB3AM 1O BpPeMe Ha AMarHosara
criomara 3a cTapupaHe. MeTOADBT e TMOKa3aH 3a AMarHosa M CTapMpaHe Ha e3o(aro-ract-
po-AyoaeHo-niankpeacin HETu u tesu — Ha nanuaara Ha Vater (c pasmepu noa 5 mm). B
KOMOVHALMA C THHKOUTAEHA OMOTICHS 1 LINTOAOTMYHO M3CACABAHE, EHAOCKOIICKATa eX0rpa-
bus moxe pa pasrpanrun HETu ot apeHOKapLIMHOM MAM APYT TYMOD U A AMarHOCTULMPA
TYMODH, Hepa3Mo3HAT! C OCTaHAAUTe 0OpasHI MeTOAM (4yBCTBUTEAHOCT — 82-98% u cre-
unuanoct — 86-100%).° ToHKOUTACHATA OUOTICHST AEMOHCTPUPA BUCOKA YYBCTBUTEAHOCT,
CcreL$UYHOCT ¥ TOYHOCT 32 OTKPMBaHe Ha TYMOPM Ha maHkpeac (¢boTB. 93 %, 95% 1 93%).>
¢ VIHTpaonepaTuBHaTa €HAOCKOIICKA eXorpadusi ChILjo € C BUCOKA YyBCTBUTEAHOCT. Hail-
yecto naHkpeacuute HETu ca xumoexoreHHu, OKpbIAeHY, XOMOT€HHU U AOOpe BUAMMM
bopmarmy, HO MoraT Aa 6bAAT U M30€XOTEHHM, PIAKO Ca XUIIEPEXOTeHHN 1 C HEeMPAaBUAHM
OYepTaHMA; MAAUTHEHWTE TYMOPH Ca MO-TOAEMH, C HETIPAaBUAHU OYePTaHUs, & KUCTUYHUTE
Ae3MM Ca PEAKH, C PA3ANYHA XapAKTePUCTHUKA U C II0-TOAeMY pa3Mepy. B cpaBHeHMe ¢ ocTa-
HaAuTe 00pasHI METOAM, eHAOCKOIICKaTa exorpadus 1Ma Hail-BICOKa CTOTHOCT 38 AMarHo-
3a Ha uHCYAMHOMM (Hap 90% mpy pasmep < 2 ¢cm) U raCTPMHOMM Ha NIAHKPeac (4yBCTBUTEA-
HOCT A0 94%). Hea0CTaTBK Ha METOAQ € AMIICATA HA CIELMAAM3UPAHA TeXHUKA 1 00y4eHn
CITeLIMAANCTY BbB BCUYKM LIEHTPOBE.
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o le/l racTpO€HTepONnaHKpeaCH! HEBPOCHAOKPUHHY TYMOPHU ANNICBAT Cl'lelll/l(l)ld'-lﬂl/l €HAOCKOIICKU NMpU3HALU.

O 3a eHAOCKOIICKO AOKa3BaHe Ha HeBPOEHAOKPUHHM TYMOPHU B FaCTPOMHTECTHHAAEH TPAKT Ce MPenopbyBa KOMOMHIPAHE ¢ OMOICH, eHAOCKOI-
CKa eKCLu3Is (AOPM NPU MAAKM, HAAUTHATY MAU IAOCKU A€3UM), EHAOCKOINCKA OAUIIEKTOMUS AU MYKO3HA Pe3eKLis.

O 3a AMarso3a Ha raCTPOMHTECTIHAAHI HEBPOEHAOKPUHHI TYMOPY KaTo CPEACTBO Ha N300p Ce NpenophbyBa raCTpONHTECTHHAAHA €HAOCKOINSI C
6uoncun (e30aro-racTpo-AyoAeHOCKONNS, HAEO-KOAOHOCKOMNMS, KAIICYAHA EHAOCKOINS, AYOAEHOCKOIIS C eHAOCKOIICKA PETPOIPAAHA XOAAH-
ruo-maHKpearorpadusi), CAMOCTOSITEAHO NAY B KOMOMHAIIMS C €HAOCKOIICKA exorpadusi 1 uraeHa 6uomncus (Tpy-Kbr).

O 3a AnarHosa u CTapMpaHe Ha raCTPOEHTEPONAHKPeaCH! HEBPOEHAOKPMHHII TYMOPH Ce MPeNopbyBa U3I0A3BaHe HA eHAOCKOICKA exorpadus,
0co0eHo mpu Ae3uu ¢ MaAKu pasmepu (oA 5 mm) ¥ TYMOPH B TaHKpeac (MHCYAMHOM U FaCTPHHOM).

o le/l MeTacTa3y OT HEBPOCHAOKPUHHU TYMOPM C HEN3BECTHA NIbPBUYHA AOKAAU3ALNA U NMOAO3PEHNE 32 NMPOU3X0A OT rACTPOUMHTECTUHAAECH
TPaKT Ce npenopbiBa ropHa 1 AOAHA €HAOCKOIINS, KalICyAHAa €HAOCKOINNA ¥ €HAOCKOIICKa exorpa(bml.

<, | Hayuenmu coc cycnexuus 3a eacmpoenmeponanxpeactu HeBpoeHOOKpUHHY MYyMOPY MPA0BA 0d Ce HACO4BAM KoM CHEUUAAUSUPAHU UEHIMPOBE, PA3HOAL-
- @\— 2au4l ¢ He0OX0OUMAIMA ANAPATNYPA 1 ONUNIHIL CHEUUAAUCIII 34 YAAOCIIEH 02/e0 Ha 2ACHPOUHINECHUHAAEH MPAKHI C OUONCUN U eHOOCKOVCKA eX02pagus.

AUNTEPATYPA gastrointestinal neuroendocrine tumors. Ann Gastroenterol 2004; 17 (2); 168-172

Mougey A, Adler D. Neuroendocrine tumors: Review and clinical update. Hospital Physician 2007;

1. ObergK, et al. Neuroendocrine gastroenteropancreatic tumours: ESMO clinical practice guidelines 51:12-20

for diagnosis, treatment and follow-up. Ann Oncol 2010; 21 (Suppl. 5): v223-227
Linda LS. Diagnosis of pancreatic neuroendocrine tumors and the role of endoscopic ultrasound.

2. Janson ET, et al. Nordic Guidelines 2010 for diagnosis and treatment of gastroenteropancreatic Gastroenterol Hepatol (N Y), 2010; 6 (8): 520-522

neuroendocrine tumours. Acta Oncol 2010; 49 (6): 740-756
Patel KK, Kim MK. Neuroendocrine tumors of the pancreas: endoscopic diagnosis. Curr Opin

3. Triantafillidis, JK. The role of endoscopy and endoscopic ultrasonography in the diagnosis of Gastroenterol 2008; 24 (5): 638-642
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N 2.4, [IATOAOTIYHA AVIATHO3A
2.4.1. ITatoAornyna AnarHosa u Kaacuduxauust Ha 6eA0ApoGHN U
THMYCHY HEBPOEHAOKPHHHY TYMOPH

Csemaana Xpucmosa, Caseruna Ilonoscka

Berodpoonu P punny mymopu. Kaacudeckure 6eAOAPOOHN HEBPOEHAOKPUH-
Hu Tymopu (HETu) npousxoxaar ot kaetkure Ha Kulchitzky, AokaAMsupaHu B HOpMaAHaTa
GponxmaaHa Aurasuua. Kacae ce 3a TyMOpHM, IIPeACTaBSILIY Ce C IMPOK KAMHUKOIATOAOT-
YeH CIeKTDP, pa3HO0OpasHa MOPGOAOTIYHA XapPaKTEPUCTIKA 1 OMOAOTMYHO MOBeAeH e, Bb3
OCHOBA Ha YATPaCTPYKTYPHH, UIMYHOXUCTOXUMUYHY 1 QAOYLIMTOMETPUYHY npoyyuBaHusa W.
Travis et al. ipe3 1991 r. mpepaarar mbpBara Kaacudukauyst Ha 6eaoppobrnte HETu — xap-
uyHOMM 1 KapuyHouau. Criopep Hacrosimjara cxema Ha CBETOBHaTa 3ApaBHa OpraHMsaLys
(WHO) 6eaoppobrnte HETu He ca obeprHeHr 1 ce KAACUDUUMPAT B PasAMIHI MOP(OAO-
ruyHy rpym. OCHOBHMTE KaTeropuy BKAIOYBAT APeOHOKAETBYEH KapLIMHOM, EAPOKAETbYEH
HEBPOEHAOKDPVHEH KapLIMHOM, TUIINYEH 1 aTUIINYeH KApLMHOMA. MIKPOCKOIICKATa MM XapaK-
TEPUCTMKA 1 CTPYKTYPa Ca pa3HOOOPa3HH, HO ca HeCTieLMpUYHY 1 Ce IIPEACTABSAT Ype3 opra-
HOMAEH MAM TPabeKyAapeH CTPOEX, HAAIYME HA TTAAUCAAHY VAU PO3ETKOTIOAOOHM CTPYKTYpHL.
[AaBHM MOPHOAOTMYHY KpUTEPUM 32 AUDEPEHLIMAAHA AMaTHO3a Ca MUTOTUYHATA aKTUBHOCT
Y HAAMYMETO VAV AUTICATa Ha HeKposu (Biok Ta64. 1). Tlpu yacT oT KOHBEHLMOHAAHNUTE Oe-
AOAPOOHY KapLIMHOMY MMYHOXUCTOXMMIYHO MAM AeKTPOHHOMUKPOCKOIICKH Ce AOKa3Ba He-
BPOeHAOKpMHHA AndepeHtmanys (10-20% 0T ITAOCKOKAETbYHITE, AAEHO- 1 EAPOKAETBUHITE
KapLMHOMM) 1 TPsIOBa Ad OAAT OTIPEACASIHU B KaTeropusiTa HepeOHokAemv4eH 6earodpober
KApUUHOM ¢ HeBpoeHOoKpuHHa OupepeHyuayus (Bux Taoa. 2).4°

Beaodpobuu kapyuroudu. Chcrast 1-2% ot 6eA0APOOHUTE TyMOPH U 1O HOMEHKAATY-
para Ha WHO ot 2004 r. X1CTOAOTMYHO Ce KAACUDUUMPAT KaTO KAPUUHOUO — MUnuH4eH
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kapyuroud (TK) u amunuuen xapyunouo (AK). KanHnKoMOphoAOrnIHNTE METOAM 32 AV~
arHOCTUKA BKAKYBAT LIUTOAOTMYHO U3CAEABAHE (THHKOMIAEHA ACIMPALMOHHA OMOICHS)
MAM OPOHXOCKOIICKA O1OIICHS, HO TpeLu3HaTa AudepeHiasHa anarHosa mexxay TK u AK
M3MCKBA U3CAEABAHE HA Pe3eKLMOHEH XMPyprudeH Marepuaa. [1o MUKPOCKOIICKaTa cu Xa-
PaKTepyuCTMKa KapLHOMAUTe Ha OpOHXa ca CXOAHM ¢ BucKoAudepeHtmparnn HETu ¢ apyra
AoKaausauyst. XapakTepHa € T.Hap. HEBPOEHAOKPVHHA LIMTOAOTMSL: YHU(POPMEHU KAETKM
C LIGHTPAAHO PAa3MOAOXKEHN OBAAHM SIAPA C TPAHYAMPAH XPOMATHH, AUIICA HA IPOMUHMPA-
LI HYKA€OAM, €03MHOGUAHA, PUHO rPaHyAMpPAHA LUTOMAA3MA. [oAeMIHATA HA KAETKUTE €
CpeAHa A0 TOASIMA, @ GopMaTa e OBaAHA MAM MOAMIOHAAHA. Beuuku 6eaoApoOHN KapiHo-
VAV MIMAT TUIMYHATA 32 BUCKOAMdepertuparn HET1 opraHouAHa XMCTOAOIMYHA CTPYKTY-
pa, THe3AEH 1AM TpabeKyAapeH CTPOeX ¢ popmupaHe Ha PO3ETKOMOAOOHN VAV TAAVICAAHN
KAETBYHM OAPEKAQHNSE; TTO-PSIAKO Ce pOPMUPAT UCTUHCKY XAE3HU UAY TTAIMAAPHY CTPYK-
Typu. CTpomara e poobpe KpbBOCHabOA€eHa 11 € 0T GpuOpOBaCKyAapeH THIL VIMyHOXMCTOXM-
MUMYHATA XapaKTEePUCTVKA Ha ABeTe (pOPMU € OTHOCUTEAHO pasauyHa. B oo 80% ot Tsix ce
AOKa3Ba eKcIpecyis Ha LuTokepaTuH. HeBpoeHAOKpyHHNITE MapKepy (XpomorpatuH, Leu-7
(CD57) u N-CAM (CD56) cunantopusun), ca mosutuBau B moutu 100% oT KAeTbYHATA
nomyaaums ipu TK, pookato 3a AK e xapakTepHa OrHMILIHA peakuys. AaHHUTe 33 eKCrpecus
Ha TTF-1 ca pasHOIOCOYHM: HAITPAHO HETATYBHA MAM [IO3UTUBHA PEAKLVSE B HAA €AHA TPeTa
npu TK 1 npeo6aaaasamo mosutyusHa npu AK. ITpy moBeyeTo 6€A0APOOHNM KapLTHOMANK ce
AokasBa 1 koexcrpecust Ha CD99.%® ITpu mppBuyHa AnarHoctuka 10-15% or TK u 40-50%
ot AK ce AeMOHCTpUPAT C METACTa3u B PErMOHAAHY AUMQHI BB3AM U CBOTB. 5-10% 1 Hap
20% — ¢ XeMaTOT€HHI METACTa3! B YepeH Apob 1 KocTi. 5

Xucmonamoroeuury npeOUKMuBHY U NPOZHOCMUYHY MAapkepu npyu  6er00pobHu
KkapyuHouou. Visuckaar ce 3a mpeuusHa pudepenimasHa anariosa Mmexxay TK u AT uan
3a crapupane mo pPINM. AaHHM OT KAMHIYHM TIPOYYBAHMS ONPEAEAAT ACeTTOAMIIHA
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npexussgemocT B 82-95% ot maumentu ¢ TK u 8 35-59 % npu AK. Crapupanero npure-
KaBa TAaBHA POTHOCTMYHA CTOIHOCT. He3aBMCUMO OT eBeHTYyaAH! MeTacTasy B AUMQHM
Bb3AM, TK uma A06pa nportosa. IIporHocTuyHa CTOMHOCT MpUTeXaBa ChILO pasMep Ha
TYMOpA 1 XMCTOMATOAOTMYHA XapaKTePMUCTIKA, BKAIOYBAIIIA HAANYIe HA HEKPO3U, MUTO3M,
AApPeH nAeoMOp(U3bM U CbAOBA MHBa3UsA. HeraruBHUTe MPOrHOCTUYHU MOPOAOTMYHM
¢bakropu npu AK ca pasmep Hap 3.5 cm, BUCOK MUTOTHYEH MHAEKC, KACTBUEH U SAPEH
MA€OMOPGU3BM U PasMPOCTPaHEHMe 110 aePOreHeH MbT. XMCTOAOTMYHO YCTPOICTBO TpK
AK, mpeACTaBeHO OT MAaAMCAAEH, IAMMAAPEH MAM MICEBAOTAAHAYAADEH CTPOeX, e baaro-
TIpUATEH MPOrHOCTHYeH beaer.*®

Apebnokremvuen kapyurom (AK). Criopep pedpunmuusita Ha WHO Toi1 e MaurHeH enmre-
A€H TYMOD, U3TPAAEH OT APEOHM, KPBIAM, OBAAHU MAU M3TOYEHU KAETKI C OCKBAHA LIUTO-
[AQ3Ma, HESICHM KAETBYHM TPAaHULM, GUHO TPAHYAMPAH SIADEH XPOMATMH, 0e3 BUAMMU
HYKA€OAH, HO C BUCOKA MUTOTMYHA aKTMBHOCT. AMarHo3ara e CBeTAHHOMUKPOCKOICKa. B
ABE TPETH eAeKTPOHHOMMIKPOCKOIICKOTO U3CAEABaHe AOKa3Ba HaAMYMe HA HEBPOEHAOKDVH-
HM rpaHyAn. VIMyHOXMCTOXMMMYHO caMo 110A 10% OT cAydanTe ca HeraTUBHM 33 HEBPOEHA-
KpUHHM MapKepy, HO A0 90% ca TTE-1 nmosurusHu.”’

Eopokaemvyen nespoenookpurer kapuuxom (EHK). Bkatousa ce B rpynara Ha eAPOKAETDY-
Hure KapuyHomu 1o ICD-O 1 cTaTncTiyecky IpeaCTaBAsiBa OKOAO 3% 0T 6eAoApObHUTE
KapLMHOMM. 3a Pa3AMKa OT KapLMHOMAUTE, HEBPOEHAOKPUHHATA My AM(epeHLmaLus He
03HaYaBa MPOM3XOA OT HEBPOEHAOKPUHHIU KAETKI; IIPUEMa Ce Pa3BUTHE OT IAYPUIIOTEHTHA
POAOHAYaAHA KAETKA, KOSTO MOXKe Ad ce AudepeHLpa B PasAMYHM KAETBYHY TUIIOBE, HO He
€ CBbP3aHO C AMdy3Ha HEBPOEHAOKPUHHA XMIepriAasus, Tymopyera (tumorlets) man MEN1-
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renHa myrauus. O6uyaitHa e meprdepHa AOKaAM3ALNSA, U3PA3EHY HEKPO3HM, XMCTOAOTYHA
APXMTEKTOHNKA OT FOAEMY KAETKI C LUMPOKMU LUTOMAA3MM, BUCOK MUTOTHYEH MHAEKC (HaA
11 mMuTO3M1, CpeaHo 75 Ha 2 MMm?). 3a MOTBBP)KAEHIE HA HEBPOEGHAOKPVHHA AMiepeHLnalst
Ce M3UCKBA MMYHOXVMCTOXMMUYHO M3CAEABAHE 32 XPOMOTpaHMH, cuHanTodusuH uan CD56;
MO3UTMBHA PEAKLUs C TIOHEe eAMH OT MapKepuTe e AOCTaTbyHa 3a Auar€osa. Oxoao 50% ot
cayvaure excripecupar TTE-1.5%210

A

Hesp PUHHUL 1Y Ha mumyc. Te ca PeAKM TYMOpPY, AOKAAU3UPAHU B IIPEAEH
MEAVACTUHYM, U3TPAAEHN OT HEBPOEHAOKPUHHM KAETKM U TPsOBA Ad Ce pasrpaHMyaBaT
OT TUMOMM C HeBPOeHAOKpuHHa Andeperymauus. To ICD-O ce kaacuduumpar Ha: (1)
BUCOKOAM(DEPEHIMPAHY HEBPOEHAOKPUHHYM KapLMHOMMU (KapLMHOMAHM TYMOPH): THUIA-
YeH ¥ aTUIINYeH KapLHOUA U (2) HUCKOAM(bEPEHLMPaHI HEBPOEHAOKPUHHN KapLIHOMM:
€APOKAETbYEH HEBPOEHAOKPUHEH KapLIMHOM U ADEOHOKAETbYEH KapLIMHOM OT HEBPOEHAO-
KpuHeH TuIL® [TbpBUYHNTE KAPLUIHOVMAMN, BKA. U TEDMUHBT dmMunu4er KapyuHouo Ha TUMYC
ca Ae(MHMPAHNU KaTO CaMOCTOSITEAHA HO30AOTMYHA eAnHuLa OT J. Rosaj u MG Arrigoni, et
al.'» 2 TpueMma ce, 4e XUCTOreHe3aTa UM € OT MUTPUPAAY KAETKM OT HEBPAAEH IPebeH UAY
OT AEpUBATH Ha TUMYCHU EIIMTEAHN KAETKI."® Bropara Xumoresa ce IOAKpEIS OT AQHHH 32
HaAMYMe HA CMECEHU TUMOMMU-HEBPOEHAOKPUHHY TYMOPH, Pa3BUBALIY CE CAMOCTOSITEAHO
VAV TIPY MHOXXECTBEHa eHAOKpUHHA HeorAasust tui 1 (MEH 1)."1 Kavnnunu npoyuBaus
TI0Ka3BaT, Ye MpeobAaAaBaIlATa YacT OT TUMYCHUTE KapLMHOMAM CbOTBeTcTBAaT Ha AK 1
MIMAT M0-HeOAAroNpysITHA IPOTHO3a B CPaBHEHNME C OPOHXMAAHATA AOKAAM3ALMSL. XICTOAO-
rMYHATA M MIMYHOMOP(OAOIMYHA XapAaKTEPUCTHKA € OAOOHA Ha Tasu IPU APYIM OpraHHU
AokaAamsauyu (Bux Taba. 3).°
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B O 3a natoMop}oAOriYHA OLleHKA Ha OPOHXONMYAMOHAAHNU M TMMYCHY HeBPOEHAOKPMHHI TYMOPHU ce NpenopbyBar Kpurepunte Ha CBeToBHaTa
3apaBHa oprannsagus (WHO), BKAIOYBAIM MMYHOXUCTOXMMIYHO AOKa3BaHe HA HEBPOEHAOKPHHEH POU3XOA (IO3UTHBEH XPOMOIPAHUH A 1
cuHanTO(QU3MH) U oNpeAessiHe Ha cTeneH Ha Audepenuuanus (G 1, 2, 3) upes onpepeasiHe Ha MuToTUdeH uau npoaudeparusen Ki-67 unpexc.

O 3a maToAOrMYHO CTAAMpaHe Ha OPOHXONMYAMOHAAHM ¥ TUMYCHY HEBPOEHAOKPUHHI TYMOPH Ce NPeNnopbyBa N3M0A3BaHe HA HOMEHKAATYypa 3a
kapuuHoM o Cepma pepakyust Ha pPTNM-kaacuduxanus.

O Ilpu naromopdoAoryeH 0TroBop 3a GPOHXONMYAMOHAAHY U TUMYCHY HEBPOEHAOKPHHHIU TYMOPY Ce IPeNopbyYBa yTOYHABaHe Ha AOKAAU3aLs
U pa3dMep Ha TYMOP, XICTOAOTMYHO OMNICaHIe HA TYMOPHA CTPYKTYpPa, HeKPO3H, MepIHeBPAaAHA IHBa3MsA, eMOOAM B AMMQHI I BEHO3HM CbAOBE.

O 3a pAepuHUpaHe HA TUNIMYHI U ATUIMYHY GPOHXOIYAMOHAAHM Y TUMYCHM KapLIMHOMAM C€ MIPENopbuBaT 00eKTHBHI KPUTEPUI — OPOIl Ha MUTO-
31 ¥ HAAMYNe Ha HeKpo31. KpUTepusAT 3a [UTOAOIMYEH aTHIN3bM He € AOCTATb4YHO 00eKTUBEH 1 He Ce MPenopbyBa.

o 3a Aud)epenumaz\na AVArHo3a MeXAY aTUNnn4eH KapumnHOMA 1 eAPOKAETbYE€H HEBPOCHAOKPMHEH KapLITHOM Ce NIPpenopbyBa ONnpeAeAssHe HA MU~
TOTUYEH UHAEKC.

O 3a AudepeHnmasHa NaToOMOP(OAOTITIHA AUATHO3A IPU TOPAKAAHM HEBPOEHAOKPIHHI TYMOPH/KapLITHOMM IAM METACTa3! Ce NPenopbyBa Ao-
I'bAHUTEAHO UMYHOXUCTOXHMIYHO n3caepBane Ha TTF-1, CDX 2, S-100, yuTokepaTiH 1 APy crieluu4HI TYMOPHI MapKepu.
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8 Ilpu mopakaiHu HeBPOeHOOKPUHHY MYMOPU NAMOAOUYHOIMO CHAOUPAHe e HATi-BAYCHUAM HPOZHOCHUYeH (PaKmop.

8 3a namoaozu4no cmadoupane ce usnoizsa Ceoma pedaxuyus Ha cucmemama 3a pTNM-cmaoupane na UICC/AJCC. Ipu mumycuu HETu cmaou-
PpaHemo cAe0Ba cHeyuudHIU NPABUAA 30 MYMOPY HA MUMYCA.

8 [Ipeyu3snomo MAKPOCKONCKO OHUCAHUE HA MYMOPHA (hopManus mpsa08a 0a BKAIOYBA pa3mep, XapaKmepUCHMuKad Ha CPe3Ha HOBBPXHOCHL, BU-
ouma (xupypeuyna pesekuus R2) uru muxpockoncka (xupypeuuna pesexyus R0-1) unpurmpanus 8 0KOAHU MbKAHYU, CHPYKIMYPU I OP2aAHIL.

8 CuzypHomo paszpaHu4eHue HA MUNUYeH OM AMUnuYeH KAPUUHOUO USUCKBA MOPPHOI02UYHO U3CAe0BAHE HA MAIMEePUAA OM pe3eKyUs Ha UeAUus
mymop.

8 KoiuuecmseHa oueHKa HA MUMO3U HPU MOPAKAAIHY HEBPOEHOOKPUHHIL MYMOPU Mps108a 0a ce 0CoULeCBABA B HOAEMAMA C HAll-BUCOKA MUINO-
MUYHA AKMUBHOCH I 6e3 HeKpOo3u.

0 3a namorozu4no cmabupaue Ha MUMyCHU uezzpoeuboxpuunu myMopu e BaxHo 0a ce uzcredBa uerocmma Ha Kancyrama u 0a ce maopcu yeae-
HACOYeHO Cb00BA UHBA3USL.

8 3a namomopdhoroeuyna OugepeHyUarHa OuazHo3a Mex0y HUCKOOUPepeHUUPAHY MUMYCHI HeBPOEHOOKPUHHY MYMOpPHU U 6e100po6eH eOpoKAe-
MmoYeH HeBPOeHOOKPUHEH KAPUUHOM U OpeOHOKAembYeH KapuuHOM, Memacmasupan; 8 MeOUACmuHym, ca Heo0x00umMyu KAUHUYHY OAHHI O
UCHOPUAMA HA 60eCma U UHPHOpMAayUsi on 00pA3HO U3CAe0BAHe.

O 34 A0KOpe2uoHAAHO CHAOUpAHe Ha MOPAKAAeH HeBPOEeHOOKPUHEH IMyMOp e 30D UIMEAHO U3CAeOBAHE HA Pe2UOHANHU AUMPHU BB3AU C ONUCA-
Hue Ha 00w um Opoil u 6Pos Ha MeMACHMAMUMHO AH2ANUPAHUIe AUMPHU BBIAL.
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Tabruya 1. KracupukayuonHa cxeMa 3a XUCHoA02UHHA OYeHKA Ha 6eA00po0HI HeBPOeHOOKPUHHY mymopu.®®

Tumryen kapuuHonp G1
Tymop ¢ kapuuHoMAHa Mopdoaorus, Oe3 Hekposu, pazmep < 0.5 cm 1 oA 2 Muto3u Ha 10 oAeTa Ha BUCOKO yBeandeHue (= 2 mm?).

Arunuyen kapuuHoup G2
Tymop ¢ kapuyuHouaHa Mopdoaorust u 2-10 mutosu Ha 10 oAeTa Ha BICOKO yBeAndeHNe (= 2 mm?) MAM MAAKM OTHUIIA Ha HEKPO3MU.

EApoKAeTBhYeH HeBPOEHAOKpIHEH KapuuHoM G3
Tymop ¢ HeBpOEHAOKPUHHA MOPHOAOTHSL: OPrAaHOMAEH MAM TPAOEKYAApPEeH CTPOEXK, TAAUCAAHY AU PO3ETKOIIOAOOHM CTPYKTYPH.
MuTtoTnyeH uHAeKc < 11 MuTo3u Ha 10 moaera Ha BUCOKO yBeAuyeHye (= 2 mm?).
Hexposu — ro-o0mupHu.
KaerbyHa XapakTepucTuKa, ChOTBETCTBAILA HA HEAPEOHOKAETDYEH KapLIMHOM — FOAEMY KAETKM C HICKO SIADEHO/LIMTONA3MEHO CHOTHOLIEHNE, QYH BE3UKYAQ-
PEeH XPOMATHH U/MAM BUAMMM HYKA€OAU. Hsikou Tymopu ca ¢ GpyH XpOMATHHOB CTPOEX Ha SAPATa, He AMYAT SABPLA, HO KAETKUTE Ca TOAEMH C AOOpe BUAMMA

B =

LIUTOIIAA3Ma.
5. TlosutuBHa VMIMYHOXMCTOXMMUYHA €KCIIPECK Ha €AVH VA TI0B€4€ HEBPOECHAOKPMHHI MapKepun (paBAI/I‘{HI/I oT HeBpOH—CHeLU/I(i)]/I‘{Ha €HOAa3a, NSE) U/VIAYL €AEK-
TPOHHOMMKPOCKOIICKO HAAMYM€ Ha HEBPOCHAOKPMHHU I'PAHYAN.

ApebHokAeTbueH KapuuHoM G3
1. Kaerxu Ha TyMOpHa MOIyAQLMS C pa3Mep T0-MaABK OT O0LINS AMaMETbP Ha TPU CTPOMHU AMMQOLNTA; HEBUAUMM HYKACOAM.
2. Bucok mutoTnyeH nHaexc < 11 mutosu Ha 10 moaeTa Ha BICOKO yBeAndeHue (= 2 mm?).
3. Hekposu B IIMPOKY 30HU.
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Tabauya 2. Kracugpukayuonna cxema Ha 6e100po0HU HeBPOEHOOKPUHHY XUNEPNAA3UL U HeONAA3MIL.?

HeBpoeHAOKpMHHA KAeTbYHA XUNEPIAa3us U TyMopyeTa (tumourlets)
Hespoendokpunta kiemvura xunepniasus. VIAMOTIaTYHA, 4eCTO MHOXeCTBEHa, acouuupana ¢ Gpudposa, MHTpaAyMeHaAHa 00CTPYKLMs, Bb3IAAEHME UAL € Cbye-
TaHa C HAAM4Me Ha IepudepPHO AOKAAUSUPAHY KAPLMHOMAN, IPOAMDEPALVS HA EAVHUYHI KAETKU MAM CTPYIBAHUS OT HEBPOEHAOKPMHHY KAETKY B IPAHULIUTE Ha
6asaaHaTa MeMOpaHa.

Kapyurouonu mymopuema (tumorlets). Aebunupar ce kato HoayaapHa poandepauus (A0 5 mm) Ha MAAKM U3TOYEHN KAETKY U3BBH Oa3aAHaTa MeMOpPaHa, OKOAO
OpOHXMOAH, 4€CTO ChyeTaHa ¢ OpoHxuekrasum u Gpudposupatre. MopdorornyHara HAXOAKa ¥ UMYHOPEHOTUIIBT Ca MAEHTUYHY C Te3U IIPY TUIIMYEH KapLyHOuA. [Tpu
pasmep Hap 5 mm Ae3usATa ce IpUeMa 3a KAPLMHOYA.

Tymopu ¢ HEBpPOEHAOKPUHHA MOP(OAOTHS
TunnyeH/aTunmyer KapLyHOUA,
EAPOKAEThYEH HEBPOEHAOKPVMHEH KapLITHOM
ApebHOKAETbYEeH KapLIMHOM

HeapeGHOKAETbYEH KApIMHOM C HEBPOEHAOKPIHHA AudepeHInamms

APYru TyMOpU C HeBPOEHAOKPUHHI CBOICTBA
BeaoppobeH baactom
TTpMMUTIBEH HEBPOEKTOAEPMAAEH TYMOP
Ae3MonAacTiiyer KpbrAOKAETbYEH TYMOP
KapuuHomu ¢ pabponaHa AudepeHyanys
ITaparanranom
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Tabauya 3. [lamomopdorocuura KAaCUPuKkayus Ha mumycHu HepoeHookpunHu mymopu (HETu).*

Bucoxopudepennupan HET (G1-2)

Huckopudepenuupan HET (G3)

Tunuuex KapuuHoOUO Amunuyen kapyuHouo

o AuricBar HeKposu + Haanune Ha Hexposu
» < 2 MuTO3M Ha 2 mm? (32 10 moaeTa Ha | « u/uam 2-10 MuTo3m 3a 2 mm? (3a 10

yBeandeHue x 40) HoAeTa Ha yBeAndeHue X 40)

Eopoxaremwvyen HEK (G3)

+ Mopdoaorust Ha eApOKAETBYEH TYMOP

+ > 10 MuTO31 Ha 2 mm? (3a 10 moAera
Ha yBeAuyeHue x 40)

Apebnokremvyen HEK (G3)
+ Mopdororuss Ha ApeOHOKAETbYEH
TYMOP

Mopdgporoeuynu sapuanmu:

+ BpeTeHOBMAHOKAETBYEH

o [TurmenTex

« C HaAMuMe Ha aMMAMA (EKCTPATHPEOMAEH MEAYAAPEH KAPLIIHOM)
» OHKoLMTeH/OKCUPYAEH

« MynuHoseH

» AHTMIOMaTOMAEH

» KoMOuHMpaH 0T IpeAXOAHUTE BapUaHTH

Bapuanumu:

+ Apebrokaerpuen HEK B koMOuHa1ust ¢ KapuuHOM 6e3 HEBPOEHAOKPUHHA AV~

bepenumanus
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2.4.2. TIaTOAOIMYHA AMArHO3a M KAACUpUKALMS HA
racTPOEHTEPONAaHKPeaCH! HeBPOEHAOKPIHHY TYMOPU

Csemaana Xpucmosa, Mapus Llanesa

Criopep KOHLIEMUMATA 32 CUCTEMA OT KAETKM, 3aXBalaliyl U A€KapOOKCHMAMPALM IPeA-
urectBeHnuy Ha ammuute (APUD), racTpOMHTECTMHAAHNTE HEBPOEHAOKPMHHU TYMOpH
(HETu) ce pasBuBar OT MUTPUPAAM KAETKH, IPOU3XOXKAALM OT HeBpaAHus rpebet. [Tpoyy-
Baue Ha E. Tompson, et al. ot 1990 1. Ao0Ka3Ba 0011 IPOM3XOA HA HEBPOEHAOKPUHHY KAETKH
C APYTM KAETDYHU AMHMM B FACTPOMHTECTMHAAEH TPAKT U Ce IpMeMa YHUTAPHA Teopus 3a
MHTEeCTMHAAHA LTOreHe3a.! HeBpOeHAOKPUHHATA KAEThYHA CHCTEMA BKAIOUBA ABA KAETbY-
sy tuna: (1) kaetku, popmupariy xaesu u (2) AuceMuHnpana/ AuQysHa KAEThYHA CUCTEMA,
YaCT OT KOSATO € AOKAAMBMPAHA B TAHKPEAC, FACTPOMHTECTHHAAEH TPAKT Vi )KABYHY ITBTUILA.

Buoaozus na zacmpoenmeponankpeachu HETu. Te ca Tymopu ¢ GaBeH 6uoAornueH
POrpec, HO C MAAMTHEH IIOTEHLjMAA, TIOBEYETO OT KOMTO €A (PYHKLMOHAAHO HEAKTUBHMU.
BuoAornyHaTa XapakTepuCTHKA Ce ONPEAEAST OT MHAMBUAYAAHUTE KAETHYHU (QYHKLMM U
AOKa3BaHETO Ha CreLyu(UIHI AMArHOCTUYHY MapKepy (CEPYMHM U/MAYM MHTPATYMOpHM).
Vimynoxucroxummaro HETu ce xapakTepusupar ¢ ekcrpecus Ha Tpu 0CHOBHY Mapkepa: (1)
HeBpOH-crenuduaHa enoaasa (NSE) — uuT030A€H MapKep, Y-y AUMep Ha TAUKOAUTUYHNS
€H3MM eHOAa33; (2) cunanropusut (SP) — TpaHCMeMOpaHeH TAUKOIIPOTENH, AOKAAU3UPAH B
IPECHHANITUYHNITE BE3UKYAM HA HEBPOHY B HOPMAAHM 1 HEOTIAACTIUYHY HEBPOEHAOKPUHHY
KAETKY; Bb3MOXKHA € 3ary0a Ha aHTMIeHa [P MPOAbAXUTEAHA POPMAAUHOBA (QUKCALVS;
(3) XxpoMOrpaHuHY — Pa3TBOPUMM KUCEAU TAMKONIPOTENHY, AOKAAM3MPAHN B MATPUKCA HA
HEBPOCEKPETOpHU IrpaHyAr; Xxpomorpahnt A (Cg A) e yHuBepcaseH MapKep 3a HEBPOEHAO-
KPMHHA TBKAH U € IPEKYPCOp Ha TAHKPEATOCTATIH; eKCIIPECHSITA MY 3aBUCK OT KACTBYHNS
THUIL ¥ KOAMYECTBOTO HA MHTPALUTONAA3MEHI HEBPOCEKPETOPHY IPaHyAu. >
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Xucmonrozuuna ouaznocmuka u kaacudukayus. Ot 2010 r. e npreTo 06001IEHO CTemneHy-
BaHe Ha HETu karo HeBpoeHAOKpuHeH Tymop (G1-2) 1AM HEBPOEHAOKpUHEH KapuyHoM (G3).
3arasBa ce KaTeropusiTa CMeceH a0eH0-HeBPOEHOOKPUHEH KApYUHOM 33 TYMOPY, YUSITO HEBPO-
eHAOKPMHHA ChCTaBKa e Hap 30% ot obust obem (Biok Ta6a. 1).57 XucToAornyHaTa oLeHKa u
AMATHOCTMKA U3MCKBA 3aABAKUTEAHO UMYHOXMCTOXVMMUYHO M3CAEABAHE, BKAIOUBALLO OCHOB-
Hute mapkepy CgA u SP. Kato craHAQpT ce NpernopbyBa MMyHOXMCTOXMMIYHO M3CAEABAHE 32
Ki-67 (MIB1) — siApeH KAeThueH MapKep 3a ONpeAeAsHe Ha IPOANQepaTUBeH TYMOPEH MOTeH-
1maa. Excripecupa ce B kbcHa G1 ¢asa, kakto 1 B S, G2 1 M $asu 0T KA€TBUHIS MUTOTHYEH
LMKbA. PeakuysiTa e peacTaBeHa oT AuY3HO 1/MAY TPAHYAAPHO SIADEHO OLIBETSBAHE; OTYUTAT
Ce CaMo MaKCMMAAHO OLIBeTeHU sIAPA (3+) B 30HU ¢ npeobaapaBaira peakuyst (Bik Ta6a. 2).5°

HespoeHookpunHu mymopu Ha xpanonposoo, cmomax u 0yodenym. Kaacuduuupar ce mo
obumTe KpuTepun 3a racrpoenTeponankpeaci HETu. IToseyero ot Tax ca HedyHKIMO-
HUPALLY BUCOKOAV(EPEHLMPAHY TYMOPH (KapLIMHOMAM), IPOM3XOXKAQLIY OT eHTEPOXPOMa-
bUH-TI0AOOHY KAETBYHI AMHMY, AOKAAV3VMPAHM IPEANIMHO B AOAHA TPETA HA XPAHOIIPOBOA,
CTOMaILeH KOPITyc/(YHAYC U B QMITyAApeH OTAEA Ha AYOAEHYM. XMCTOAOTMYHOTO YCTPOVICT-
BO e ¢ xapakrepucryika Ha HETu. ITo ICD-O Ko AOIbAHMTEAHO Ce KAACMDULIMPAT KaTo ce-
POTOHVMH-TPOAYLMPAILHY, TACTPUH-TIPOAYLMPAILM (TaCTPUHOMH), COMATOCTATUH-TPOAYLIM-
palIy 1 raHrAMoLMTeH maparanranom.” > ' Crienuduana xaacudukauus Ha EBpornerickara
acouuauys 3a HeBpoeHAOKpuHHI TymMopu (ENETS) ru paspeas na: (1) HETu G1 (50-75%)
— AoOpokayecTBeHM, HeDYHKLMOHMPAILM, AOKAAM3MPAHU B MYK03a/cyOMyKosa, pasmep
<1 cm u Aurnca Ha cbpoBa uHBasus; (2) HETu G2 (25-50%) — Tymopu ¢ BUCOKa CTeINeH Ha
AvidepeHimas, QyHKLMOHMPAIIN MAY HeYHKLIMOHMPALIY, MAU MAAUTHEH TaHTAMOLIUTEH
TAparaHrAMoM ¢ MHGUATpALVs Ha muscularis propria uau ¢ MetacTasu; (3) HeBpOEHAOKpH-
HeH KapiuHoM G3 (< 1-3%).> ' Cmeceny apeHO-HEBPOEHAOKPMHHI KapLHOMI Ha XPaHO-
IIPOBOA, CTOMAX M AOYAEHYM ca peAKu. I1py e30darnaHa AOKaAM3aLusi ca aCOLMUPAHI C
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BapeToB xpaHompoBoa. B AyoseHaAHaTa aMITyAa MOTaT AQ Ca XMCTOAOTMYHA ChCTaBKA Ha
MYLIMH-TIPOAYLIMPALL aAeHOKAPLMHOM 1 TO-PSIAKO — Ha IIAOCKOKAETbYeH KapLHOM.”

HespoeHOoKkpuHHU mMymMopu HA MBHKO 4epBO, aneHOukc, 0ebeio u npaso 4epso. yHKLMO-
Hupamure HETu B ThHKO 4epBO MPOM3AM3AT OT PA3AMYHM KAETHYHM AMHUM: CEPOTOHMH-
HpoAyLMpaiu (0T eHTepOXpOMaQVUHHYI KAETKM), racTpuH-npopayumpaiy (o1 G-KAeTKu),
COMATOCTATHH-TIPOAYLIPALIN, IPOAYLIMPALIN TAIOKAroH-1oA00eH mentup uau PP/PYY (ot
L-KA€TKM), TaHTAMOLMTHY TaparaHrauomu (0T cMeceH KaerbyeH Tuil). C U3KAKYEHNe Ha
TTaparaHrAMOMNUTe, BCMYKY OCTAHAAM BapMAHTH Ce CPelIaT ¥ MU AOKAAM3ALMSA B AlIEHAMKC.
Aombannrtearn kaacupuxaunonuu popmu Ha HETu B aneHAMKC ca YalIKOBMAHOKAETbYEH
u TyOyAaapeH KapuuHouA. [TaroaornuxoTo crapnpase mo pTNM Ha 4alIKOBUAHOKAETbYHMU
KapLHOMA Ha alleHAMKC Ce M3BBPLIBA [I0 HOMEHKAATYPATa 3a KapLMHOM.””

Ilanxpeachu HETu. TIoApasaeAsT ce Ha GYHKLMOHUPALLY (TaCTPUHOM, FAIOKAraHOM, MHCY-
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AVIHOM, COMaTOCTaTUHOM, BUIIOM) 1 HeyHKLoHMpauy. HedyHKUmMoHMpaluTe ce Kaacu-
buLMpaT XUCTOAOTMYHO Criope obmaTa cxema.>®

Yeprodpoonu memacmasu om HETu/HEKu. 3a mpeL3Ha XMCTOAOTMYHA OLIEHKA Ce U3VCKBA
ITbAHA KAMHMYHA MHOPMALVS, BKA. M AAHHM OT 00pasHa AMarHocTuka (0cobeHo mpu HeyTou-
HeHa IIbPBIUYHA AOKaAn3aLysi). [TaToMOp(pOAOrMYHOTO OMICaHIe M AMATHOCTHKATA TPSIOBa AQ
BKAIOYBAT MMYHOXIMCTOXMMITYHA BepUGUKALA HA METACTa3a, ONPeAeAsHe Ha MUTOTHYEH HAY
Ki-67 MHAEKC 1 MHAMBUAYaAHO MUKPOCKOIICKO M3CAEABAHE Ha PE3eKLOHHI AVHIN.

Ip nam XAPAKMEPUCHUKY HA  2aCHPOCHINePONaAHKPeacHl
HETu. Ipy croMaliHa AOKaAM3aLys BCe OLLe He Ca yTOYHeH! MPOrHOCTMYHY Mapkepu.® 3a ocTaHa-
Aure enteporaskpeactyt HETv IPOrHOCTHYHO 3HaYeHye 1Ma PasMepbT Ha TYMOPa, XMCTOAOTMYHA-
Ta creneH Ha Andepentyatys (G), HuBara Ha nHpuATparys u Ki-67 naaexcst (Bix Taoa. 3).551214

npeAl/l.KTMBHVl l'[aTOMOp(l)()AOI'V[‘].HI/l XapaKTEePUCTMKM 3aCera He Ca CTAHAAPTU3MPaHN.
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IIOBENEHUE ITPY TOPAKAJTHHU U TACTPOEHTEPOITAHKPEACHH HEBPOEH/JOKPHHH TYMOPHU
KnuHnuHo pbKoBOACTBO, 0CHOBaHO Ha Aokasarenctsa / HalmoHaneH excriepren 6opa

B O 3anaromMopdoAOrnYHa OLleHKa Ha FTACTPOEHTePONaHKPEaCHITe HeBPOEHAOKPUHHY TYMOPH ce TpenopbyuBaT Kpurepuute Ha CBeTOBHATA 3ApaB-
Ha opranusauusi (WHO) u EBponeiickaTa acoumanus 3a HeBpoeHpokpunHu Tymopu (ENETS), BKArOUBaIIM MIMYHOXMCTOXMMIYHO AOKa3BaHe Ha
HEBPOEHAOKPUHEH NPOU3X0A (Mo3uTuBeH Xpomorpanuu A u/uau cunanrodusun), crapupane no Ceama pepaxuust Ha pTNM-kaacudukauus,
muroruyen u/usu Ki-67 npoaudeparnBen nHAEKC, XMCTOAOIMYHA cTeneH Ha Audepennyuanus (G1-2) npu KapUUHOMAK ¥ HEBPOEHAOKPUHHI
TYMOPH M KAacupMIMpaHe Ha HEBPOEHAOKPUHEH KapuuHoM Karo G3.

O ITpu naroMopdoAOrNYHOTO U3CAEABAHE Ha pPe3elpaHy YePHOAPOOHN MeTacTa3! ce MpenopbYBa NMYHOXICTOXVMITYHA BepUpHKALMS C XPO-
MorpanuH A, cuHantodusus u Ki-67 (Cbc 3aAbAKUTEAHO ITOCOYBAHE Ha MPOLEHT) 1 3aAbAKITEAHO MUKPOCKOIICKO OMMCAHME Ha Pe3eKIMOHHM
AVHNU.

O 3a MMYHOXNCTOXIMUYHA BepiQUKanusa 11 NPOrHo3a Ha GYHKIMOHNPAIIM TaCTPOEHTEPONAHKPEAaCH! HEBPOEHAOKPIHHY TYMOPHM He Ce Mpero-
pbYBa AOKa3BaHe HA MHTPAaTYMOPHA KA€TBHYHA eKCIPeCHs Ha TaCTPUH, COMAaTOCTATUH, MHCYAUH, TAHKP€AaTOCTATIH, TAOKarOH AU APYTU QYHK-
IMIOHAAHN MapKepu.

O Karo cMeceHN racTpoeHTepOnaHKpeacH! TYMOPH Ce ONPEAEAST TYMOPU NPU HaAUYNe HA HEBPOEHAOKPMHHA KOMIIOHeHTa Ha 30% oT o6
TyYMOpeH 06eM.

O 3a pAudepennyasHa naToMoppOAOrNYHA AMATHO3A NPY TOPAKAAHI HEBPOEHAOKPIHHY TYMOPH/KapIIHOMY AU METACTa3! Ce NPeNnopbyBa A0-
I'bAHUTEAHO UMYHOXUCTOXMMIYHO n3caepBane Ha TTF-1, CD X2, S-100, yurokeparus u Apyru crieuaHN TYMOPHU MapKepHu.

o le/l IOAO3peHNe 3a MAaHKPeAaCH! HEBPOCHAOKPUHHU TYMOPM U MeTacTa3!u ce NpenopbyBa N3NOA3BaHE HA acCMPpallMOHHA TUTOAOTMYHA AMar-
HOCTHUKA.
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O IIpeyu3sHomo MaKpoCcKoONCKo onucarue Ha MyMOPHA (lOpMAayUs 0 2acHpOeHepoOnaHKpeacH HeBPOeHOOKPUHHI MYMOPU BKAIOYBA pa3mep,
XAPAKMePUCMUKA HA CPe3HA HOBBPXHOCH, BUOUMA (XUpypeuyHa pesekuus R2) uru Mukpockoncka (xupypeuyta pesexkuus RO-1) undurmpa-
YUA B OKOAHU MBKAHU, CPYKIMYPU U OP2AHU.

O 3a 0oka3saHe Ha HeBPOEHOOKPUHEH HPOU3XO00 HA 2aCHIPOEHNEePONAHKPeACHU MYMOPU e 3A0BANUMEAH0 UMYHOXUCIHOXUMUHHO U3CAe0BAHE C
N @/ xpomozpanut A u CUHANMOPUIUH.

\ | @ 3a onpederane Ha xucmoro2utHa cHieneH Ha OUepeHyUARUA HA 2aCHpPOeHepOnaHKpedaceH HeBPOeHOOKPUHEeH MYyMOp e HpenopsHunesHo
UMYHOXUCHOXUMUHHO onpedersaHe Ha Ki-67 uiu mumomuteH uHoexc.

o 3a AO0KOpPE2UOHANAHO cmabupaue Ha 2acmpoeHmeponanKpeaces Hespoenboxpuuen mymop e 3A0BAMUMENHO U3CAe0BAHE HA PecuoHarHu /luMgﬂ'
HU BB3AU C OnNUCAHUe Ha 0611414;7 um 6p012 u 6]10,? Ha Mmemacmamu4Ho aHaxuparume /luM(ﬁHM BB3AU.

o Hpu Heonepab'u/mu HAHKpeacHU mymopu mMmosje 0a ce U3HOA3BA acnupayuoOHHa UUmor02Ug UAu OeberouzieHlt MBKAHHY OUonCUlL.

Tabauya 1. Kracugpukayuonna cxema 3a XUCHoA02UHHA OUEHKA HA ACPOEHMEPONaHKPecHl HeBPOEeHOOKPUHHU MyMopuL.>©

G1 HeBpoeHAOKpYHEH TYMOP (KapLMHOKA)

G1-2 HeBpoeHAOKDMHEH TyMOp

G3 HeBpoeHAOKpHHEH KapLMHOM (EAPOKAETBYEH MAM ADEOHOKAETBYEH)

- - ()
CMeceH apeHO-eHAOKPUHEH KapLMHOM — [P HeBPOEHAOKPMHHA CbCTaBKa Hap 30% OT TyMOpHUS 06eM

XI/IHepHAaCTI/I‘{HI/I U IPEHEONAACTUYHU Ae3UN
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Tabauya 2. I1amoro20aHamomMu4Ho onpedeisHe Ha cieneH Ha OugepeHyuauus 4pe3 mumomuyer cbop u Ki-67 unoexc.

XUCTOATMYHA CTeNeH Ha AudepeHanus

MuTtoTuuen coop (3a 10 HPF)*

Ki-67 unpexc (B %)**/*#*

G1 <2 <2
G2 2-20 2-20
G3 >20 >20

*O06uy Opoil Mumosu, npebpoenu Ha 10 norema Ha MUKpockoncko yseiuuerue x 40 (= 2 mm?); **% om npebpoenu 500/2 000 mymopHu KAemKy 8 HOAEMA C MAKCUMAAHO SOPEHO OUBEMABAHE

(3+); ***IIpu mymopu Ha aneHOUKc HAMA YCMAHOBEHU Kpumepuy 3a oyenka Ha Ki-67 unoexc.

Tabauya 3. IIpoeHocmu4HY NAMOMOPPHON0UHHU XAPAKIMEPUCIUKI NPU 20CHIPOEHINEPONAHKPeACHI HeBPOCHOOKPUHHI MYMOPH.

XucroAornaHmu Kpurepuu

IIporHoCTUYHY KPUTEPUY 32 NPEXUBIEMOCT AO 5 TOAMHU*

VHdMATpaLMA Ha CTeHa Ha OpraH

MuHMMaAHa > n3paseHa”

I'pannyeH TymMmopeH pa3mep 2 cm

<2cm (82%) > Hap 2 cm (39%)*

XucroaornyHa cremnet Ha Aucdepenumanus (G1/G3)

G1 > G3* (Bucoxo/HucKo anudepeHLmpan®)

MUTOTUYEH UHAEKC

< 5; > 5" Ha 10 moAeTa Ha BMCOKO MUKPOCKOIICKO yBeAndeHue X 40

Mertacrasu B AV[M(iJHV[ Bb3AU

He (94%) > aa (43%)*

YepHOoAPOOHY MeTacTasn

He (88%) > aa (25%)*
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IMOBEJEHUE ITPY TOPAKAJIHU Y1 TACTPOEHTEPOITAHKPEACHHU HEBPOEHJOKPMHHY TVYMOPHU

Knuanyuxo PBKOBOACTBO, OCHOBAHO Ha A0KA3aTEeJICTBa / HaumoHnanex EKCTIepTeH 6op,u

. CTAAVIPAHE

I 3.1. TNM-CTAAVPAHE

[ 3.1.1. TNM-crapupane npu TOPAaKaAHH HEBPOEHAOKPHHHI TYMOPU

Aumumop Kares

Cmaoupane na mopakainu HespoeHOokpunnu mymopu (HETu). CrapupaHe Ha 6eA0Ap06-
Hute HETu mo TNM-kateropuu e BbBeaeHo mpes 2008 T. caep pepAoKeHre Ha MeXAyHa-
POAHATa acoLmaLyis 3a u3caepBaHe Ha 6eroapobeH kapuyHoM (IASLC).! BponxomyamoHaa-
HITE HEBPOEHAOKPUHHIU TYMOPH, BKA. 6€A0APOOHMTE KapLMHOMAM, ce cTasupar 1o Cepma
peaaxuyst Ha TNM-kaacudumkansita 3a 6eA0ApoOeH KapLHOM.>

Kannnynara kaacudukauus (CTNM) e ocHOBHA 3a OLjeHKa Ha IporHosa u usbop u
Aevenue. Basupa ce Ha AoKasaTeAcTBa OT 06pasHu (KOMIIOTBP-TOMOrpadus u sppe-
HOMArHMTHA Pe30HAHCHA TOMOTpadust) M eHAOCKOIICKYU U3CAeABaHUs (6pOHXOCKOMMs
C eHAOCKOIICKa COHOrpadumst), GUONCHHM, XUPYPrUYHA eKCIAOpauus U Ap. [laToaorny-
Hata Kaacudukayus (pTNM) ocurypsiBa Hail-TOYHM AQHHM 3a OL|HKA Ha NPOTHO3a 1
ce 6asupa Ha AOKa3aTeACTBA, IPUAOOUTY IpeAV AedeHue, A0OaBEHU UAM IIPOMEHEHN
OT AOITbAHUTEAHU AQHHH, AOCTABEHY OT XUPYPIUs U TATOAOTMYHO U3CAeABaHe. Aedu-
HUpaHeTO Ha cTapuyu npu 6ponxomyamonaanure HETu cnopepy TNM-omucannero e
nokasaxo Ha Ta6a. 1.

51

T (wbpBuyeH TyMOp)

T1: Tymop < 3 cm, 3a06MKOA€H OT O5IA APOD MAM BUCLIEPAaAHA TIAEBPA, He no MPOKCHMAAHO
or AobapeH 6poux; Tla = Tymop < 2 cm, T1b = Tymop > 2, Ho < 3 cm.?

T2: Tymop > 3, HO < 7 M MAM C HSKOSI OT CAEAHUTE XapPaKTePUCTMKM: HAXAYBA BbB BUCLE-
PaAHa TAeBPa, 3aCsra rAaBeH OPOHX > 2 Cm AMCTAAHO OT OudypKawys Ha Tpaxes, are-
AeKTa3a/00CTPYKTUBHA THEBMOHYS, IPOCTHUPALLA CE AO XMAYC, HO HEBKAIOYBAILA LISIA
6s1a Apo6; T2a = Tymop > 3, Ho < 5 cm, T2b = Tymop > 5, Ho < 7 cm.?

T3: Tymop > 7 cm (T3 >7) nau AMpeKTHO HaBAMBALL B IPbAHA CTeHa, Aadparma, Anadpar-
MeH HepB 1AM napreTaseH mapukapa (T3Inv); Tymop B raaBeH OPOHX < 2 cm AMCTaAHO
ot budypkaums Ha Tpaxest (T3Centr); aTeaekTasza/00CTPyKTUBHA THEBMOHIS B ChUIMSL
206 (T3Centr); oTpeAHM TyMOpHU Bb3AN B Chiys A06 (T3Satell).2

T4: TyMOp € BCAKaKBY pasMepH, KOITO HaBAM3a B CbPLIe, TOAEMMU CbAOBE, Tpaxesi, Bb3Bpa-
TeH AQpPUHIEAAEH HEPB, XPAHOIIPOBOA, TSAO Ha MpeLIAeH MAM OudypKaLust Ha Tpaxest
(T4Inv); OTAEAHU TYMOPHN Bb3AM B pasAnyeH uncraarepaset A06 (T4Ipsi Nod)

N (pernonaanu AumdHM Bb3AN)

NO: 6e3 MeTacTasy B peroHaAeH Bb3eA.
N1: MeTacTasu B UNCUAATEPAAHNU TePUOPOHXMAAHM U/VMAU TIEPUXUAEPHI AUMDHU BB3AU 1
VHTPAITyAMOHAAHY Bb3AM, BKA. 3aCATaHe UPe3 MPSK PaCTeX.

N2: MeTacTasu B UIICUAQTEPAAEH MEAMACTUHAAEH U/VAK AuMeH(Hn) Bb3eA(n)
KLl Ha Tpaxes..

op 6udyp-

N3: MeTacTasu B KOHTPAAATePAAHM MEAVACTMHAAHM, KOHTPAAATEPAAHM XMAYCHH, UTICHAQ-
TepPaAH!U UAM KOHTPAAATEPAAHM CKAACHOBU MAM CYMPAKAABUKYAAPHU AUMOHM Bb3AM.*
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M (pareynu MeTacrasnu)

MO: 6e3 pAaredHM MeTacTasu.

M1: 0TAEAHNM TYMOPHN Bb3AK B KOHTpaAaTepaAeH A00 (M1aContr Nod) nan 3aoxkavecTBeHa
naeBpasHa aucemuHanys (M1aPl Dissem); saaeurn meracrasu (M1b).°

CrapupaHeTo Ha TUMYCHM KapIHOMAM Ce OCBIIeCTBABA IO HAli-TIONTyAsPHATA 3acera Cuc-
TeMa 3a TUMYCHU TyMOpH, IIpepAAOKeHa npe3 1981 r. ot Masaoka.® Bvepenara npes 2004
r. TNM-kaacudukarys Ha CBetoBHara 3ppaBHa opranusauys (WHO) He nmoxassa AocTo-
BEPHM IIPEAMMCTBA.

Mopandurmpany KAuHndaHu crapuu no Masaoka:®

Crapumit I: MakpOCKOIICKY 1 MMKPOCKOIICKM HAITbAHO MHKAIICYAVPaH TYMOP.

Crapmit II: ITA — MuKpocKorncka TpaHckancyAapHa uBasus; [IB — Makpockorncka nHBasus KbM
OKOAHA MaCTHa ThKaH MAM IIMPOKO MPYAETBaHe KbM (HO 0e3 MIHBA3Ms B) TIAEBPA A TIEPUKAPA.

Crapmit I1I: MakpocKoricka MIHBa3us B CbCEAHM OpraHi (IIepUKapA, TOAEMY CbAOBE, O5IA ADOD).

Crapmii IV: IVA: naeBpaana 1A nepukappHa ancemutauus; IVB: aumorennn nan xema-
TOTEHHM METaCTa3N.

Ouenka Ha puck npu mopakainu HETu. OcHoBaBa ce HA MPOTHOCTIYHA CTPATU(UKALS TIPU
Pa3AMYHY IATOAOTMYHM IOATUIIOBE: (i) TUIIMYHY KapLIMHOMAM [IOKA3BAT TETIOAMLIHA IPEXI-
BseMocT A0 80%, aTUMmMYHM KapLHOUAYM — 60%, a TIpU HEBPOEHAOKPVHEH KapLiIHOM — TIOA
10%; (i) HMCKOCTeNeHeH TMYCeH KapLIHOMA [OKa3Ba METTOAMILIHA IIPEXUBIEMOCT A0 50%,
AOKATO TPY BUCOKOCTETIEHeH TUMYCeH KapLHouA Tst e 0%.”

.\

CrapupaHeTo Ha OPOHXOIYAMOHAAHY HeBPOeHAOKpuHHY TYyMopu (1o Ceama pepakuust Ha TNM-kAaacudukanus Ha MAAUTHEHY TYMOPY) U TUMYC-
HM KapuuHouAu (1o Masaoka) kopeAupa ¢ IpOrHo3ara u onpeaeAst u36opa Ha AeyeHue.
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Tabauya 1. Cmaduu u nodepyni Ha 6pOHXONYAMOHAAHY HEBPOEHOOKpUHHY mymopuy cnoped ¢ TNM-onucanue.

Ioprpynu NO N1 N2 N3
T1 Tla IA IIA IIIA 111B
T1b 1A IIA IITA 111B
T2 T2a 1B 1A 1IIA I11B
T2b 1A 11B 1I1A 111B
3 |13, 1B 1A 1A 11IB
T3,, 1B 1A 1A 11IB
T3, 1B 1A 1A 11IB
T4 T4 IITA IITA 111B 111B
T4, vode IITA IITA 111B 111B
M1 Mla, e [TV v v v
Mla, . v v v v
Mib 1V 1V I\ IV

<., | Bcuuku nayuenmu c mopaxainu HespoeHOOKPUHHI MyMOpu mpsa068a 3a0vAxumerto 0a ce cmadupam no Cedma pedaxuus ha TNM-kracugpura-
_@\— YuAmMa Ha MaiusHeHu MymMopy u/uiu no cucmemama va Masaoka.
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3.1.2. TNM-cTapupaHe npy racCTpOEHTEPONaHKPeacH!
HEeBPOEHAOKPUHHU TYMOPHU

Taruna Kypmesa
ITpe3 2006 r. EBpomerickara acoumaiyus no HeBpoeHAoKpuHHu Tymopu (ENETS) BbBepe HMYHATA NIPAKTMKA € Bb3IPUETO B PbKOBOACTBATA HA EBpONeIicKOTO APYKecTBO MO MeAU-

TNM-cucrema 3a KAacuduuypase 1 CTaAMpAHe HA PAasAMHM BMAOBE FACTPOEHTEpONaH-  LyHcka oHkoaorus (ESMO).?
kpeacty HeBpoeHAOKpuHHM Tymopu (HETu) (Buwx Ta6a. 1-5)."* TIpuAOKeHNETO it B KAK-

A CrapupaHeTo Ha racCTpOeHTepOnaHKpeacHn HeBpoeHAOKpuHHU Tymopu (1o TNM-cucrema na ENETS) kopeanpa c npornosara u onpeaeas u3z6o-
pa Ha AeueHue.

Tabauya 1. TNM-kaacudukayus Ha cmomauiHy HepoeHOokpurru mymopu (ENETS).

T ITppBUYeH TYMOP
Tx ITbpBUYHMAT TYMOP He MOXKe AQ O'bA€ OljeHeH
TO Hsma poKkasaTeAcTBa 3a ChIleCTByBaHe Ha TbPBUYEH TYMOD
Tis In situ Tymop/ancraasus (< 0.5 mm)
T1 Tymop, nuBasupaa lamina propria viau cybmykosa, ¢ pasmep <1 cm
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T2

Tymop, nnBasupaa muscularis propria wan cybceposa, Mau ¢ pasmep
>1cm

T3

Tymop, neHeTpupaa ceposa

T4

Tymop, MHBa3uMpaA CbCeAHM CTPYKTYpPU

3a Bcexu Bup T ce pA00aBg (m), aKO ca HAAMYHM MHOXXECTBEHU
TYMOpHU

Pernonarnu AI/IM(l)HI/[ BBb3AU

PernonaanuTe AI/IM(l)HI/I BDb3AU HE MOraT Aa 6'bAaT OLI€HEeHU

NO

bes mertacTasu B permoHaAHu AI/IMCl)HI/I Bb3AU

N1

HaAnune Ha MeTacTasu B permoHaAHn AI/IMCl)HI/[ BDb3AU

AaAreunu MeracTasu

Mx

AaAe‘{HI/ITe MeTacCTasy He MOraT Aa 61)AaT OLIEHEHU!

MO

bes AAA€YHU MeTacCTasn

M1

HaaAnune Ha AAA€YHU MeTacCTasn
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Tabauya 2. TNM-kracugpukayus Ha HeBpoeHOOKPUHHU MYMOPU Ha 0Y00eHyM, amnyid Ha Vater u npokcumanret iielonym (ENETS).

T

ITbpBMYeH Tymop

Tx

ITbpBUYHMAT TYMOD He MOXe A2 ObA€ OLjeHeH

TO

Hsama AOKa3aTEACTBA 3a CPLIECTBYBAHE Ha IIbPBUYEH TYMOP

Tis

In situ rymop/Aucniaasus (< 0.5 mm)

T1

Tymop, nxBasupaa lamina propria nan cybmykosa ¢ pazmep < 1 cm

T2

Tymop, nxBasupaa muscularis propria uau c pasmep > 1 cm?

T3

Tymop, nHBa3MpaA NaHKpeac VIAY peTpOIePUTOHEYM

T4

Tymop, MHBa3MpaA NepUTOHEYM UAU APYTY OPIaHK

3a Bceku BuA T ce A06aBsi (m), aKO Ca HAAUYHY MHOXXECTBEHU TYMOpPY

N

Pernonaanu AMM(I)HM BBb3AU

Nx

PernoxaaHuTe AUMGHY BB3AM He MOTAT AQ ObAAT OLieHEHN

NO

Be3 MeTacTasu B permoHaAHy AUMQHI Bb3AI

N1

Haanune Ha metactasu B PpermoHaAHN AVlM(l)HVI BDB3AU

M

Aaaeuynu Meracrasu

Mx

AaAe‘{HI/ITe MeTacTa3 HE MOTraT Aa 6'bAaT OLICHEHU

MO

be3 AAACYHU METacCTasu

M1

Haanune Ha AAA€YHU MeTacTasn

* Tymop, pasnoroxmeH camo 8 amnyia Ha Vater (3a 2aHeAUOYUIMEH HAPALAHAUOM).

57




IIOBENEHUE ITPY TOPAKAJTHHU U TACTPOEHTEPOITAHKPEACHH HEBPOEH/JOKPHHH TYMOPHU
KnuHnuHo pbKoBOACTBO, 0CHOBaHO Ha Aokasarenctsa / HalmoHaneH excriepren 6opa

Tabauya 3. TNM-kracugpukayus Ha naHkpeacHu HespoendokpurHu mymopi (ENETS).

T ITbpBUYeH TYMOP
Tx TTbPBUYHMSAT TYMOD He MO3Ke Ad ObA€ OLieHeH
T0 Hsma pAokasaTeACTBa 3a ChLIECTBYBaHe HA bPBUYEH TYMOD
T1 Tymop ¢ pasmep < 2 cm, orpaH1yeH B TaHKpeac
T2 Tymop c pasmep 2—4 cm, orpaHKyeH B TaHKpeac
T3 Tymop ¢ pasmep > 4 cm, orpaHuyeH B MAHKPeac MAM MHBA3MPAL] AYOAEHYM, MAU KABUEH KaHaA
T4 Tymop, MHBa3Mpaly ChbCEAHN OpraHu (CTOMaAX, CAe3Ka, AeOeAo uepBo, HapObOpeuHa skAe3a) MAK

CTEeHa Ha TOAeMY CbAOBe (truncus caeliacus iau arteria mesenterica superior)

3a Bcekn Bup T ce Ao00aBst (m), aKo ca HAAMYHI MHOXECTBEHI TYMOpPH

N Pernonasnu AuMQHU Bb3AU
Nx PeryoHaAHNTE AMMDHY Bb3AY HE MOTAT AQ O'bAAT OLIEHEHN
NO bes meTacTasy B peroHaAHU AUM(HI BH3AU
N1 Haanune Ha MeTacTasy B peroHaAHY AUM(HY Bb3AY

M AaaedHn Meracrasu
Mx AaAreyHnTe MeTacTasu He MOTaT AQ O'bAAT OLjeHeH!
MO bBes pareunu metactasu
M1 HaAunune Ha poaaevyHU MeTacTasu

58



IIOBENEHUE ITPY TOPAKAJTHHU U TACTPOEHTEPOITAHKPEACHH HEBPOEH/JOKPHHH TYMOPHU
KnuHnuHo pbKoBOACTBO, 0CHOBaHO Ha Aokasarenctsa / HalmoHaneH excriepren 6opa

Tabruya 4. TNM-kracudukayus Ha HeBpOeHOOKPUHHU MYMOPYU Ha 00AHA Hacm Ha tetonym uiu ureym (ENETS).

T ITbpBUYeH TYMOP
Tx ITbpBUYHMAT TYMOD He MOXe Ad ObA€ OLieHeH
T0 HsiMa AOKa3aTeACTBa 3a ChIECTBYBAHEe HAa IbPBIYEH TYMOD
T1 Tymop c pasmep < 1 cm, MHBa3upalj MyKosa MAM CybMyKo3a
T2 Tymop, nxBasupau muscularis propria uau c pasmep > 1 cm
T3 Tymop, nxBasupauy cybceposa
T4 Tymop, nHBa3upa mepuToHeyM/CbCeAHN OpraHu

3a Bceku BuA T ce A006aBst (m), aKO Ca HAAUYHY MHOXECTBEHM TYMOpY

N Pernonasnu AuMQpHM Bb3AU
Nx PeryoHaAHNTE AMM(HM Bb3AN HE MOTAT AQ ObAAT OLiEHEHN
NO be3 MeTacTasu B perMOHAAHY AUMHY Bb3AU
N1 Haanuye Ha MeTacTasu B perMOHAAHY AUMGHY Bb3AK

M AaaeyHn meracrasu
Mx AaAreyHnTe MeTacTasu He MOrar AQ O'bAAT OLjeHeH!
MO be3 paaeuHu MeTactasu
Ml Haanune Ha pasevHM MeTacTasu
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Tabauya 5. TNM-kracugpukayus Ha HeBpoeHOOKpUHHU mymopi Ha 0ebeio u npaso 4epso (ENETS).

T

ITbpBuYen Tymop

Tx

ITbpBUYHMAT TYMOD He MOKe Ad ObA€ OLjeHeH

T0

Hiima AOKa3aTeACTBA 3a ChLECTBYBaHE HA TbPBIYEH TYMOD

T1

Tymop, nHBa3upai Mykosa uAy CybmMykosa

Tla

Tymop c pasmep < 1 cm

T1b

Tymop c pazmep 1-2 cm

T2

Tymop, nxBasupai muscularis propria uau ¢ pasmep > 2 cm

T3

Tymop, nHBazupaiy cybceposa, IepUKOANYHA, IEPUPEKTAAHA MACTHA ThKaH

T4

Tymop, MHBa3Mpall AMPEKTHO ADYIM OPTaHy MAM CTPYKTYPY 1/MAM 1IepdOpupall BUCLiepaAeH IepUTOHEYM

3a Bcekn BuA T ce A06aBst (m), aKo ca HAAMYHYI MHOXXECTBEHI TYMOpPU

Pernonaann AumQpHu Bb3AN

Nx

PernonaaHuTe AMMQHI Bb3AY HE MOTaT AQ ObAAT OLieHEHN

NO

Bes MeTacTasy B permoHaAH! AUMQHI Bb3AK

N1

Haanure Ha MeTacTasu B pernmoHaAHn AI/IM(i)HI/I BDB3AU

AaAreunu meracrasu

AaAe‘-IHI/ITe MeTacTasy He MoraT Aa 6'bAaT OL€HEHN

MO

bes AAACYHU MeTacCTasun

M1

Haanune Ha AAA€YHU MeTacCTasn
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<, | Beuuru nayuenmu c zcacmpoenmeponankpeacru nespoendokpunnu mymopu mps6sa 3advinumerro oa ce cmadupam no TNM-kracudpuxayus-

—/@\— ma na ENETS.

AUNTEPATYPA
3. ObergK, et al. Neuroendocrine gastroenteropancreatic tumours: ESMO clinical practice guidelines
1. Rindi G, et al. TNM staging of foregut (neuro)endocrine tumors: a consensus proposal including a for diagnosis, treatment and follow-up. Ann Oncol 2010; 21 (Suppl. 5): v223-227
grading system. Virchows Arch 2006; 449 (4): 395-401
2. Rindi G, et al. TNM staging of midgut and hindgut (neuro) endocrine tumors: a consensus proposal
including a grading system. Virchows Arch 2007; 451 (4): 757-762
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N 3.2. OLJEHKA HA OBIIIO CbCTOSAHUE (IThP@OPMAHC CTATYC)
Aumumop Kares

OrpeaeasiHe Ha 0610TO CbeTOsIHME (ITBpPOpMAHC cTaTyc, performance status, PS) B oHko-
AOTHSATA € OIUT 33 KOAMYECTBEHA OLIEHKA Ha AeeCriocoOHOCTTA Ha MalyeHTa. B3 ocHoBa
Ha CTOIHOCTTA Ha PS ce onpeaest AaAM GOAHUST e MOKa3aH 3a IPOTUBOTYMOPHO A€YEHMeE,
AQAM € HeOOXOAMMA KOPEKLMS Ha A03aTa, KAKBB Ad € 00eMDbT Ha [TAAMATUBHY IPVKN, a B
KAMHIYHIU MBIUTBAHUS CAYXKM 32 MSIPKa Ha Ka4eCTBO Ha XUBOT.

Haiit-uecto nsnoasBaxu MeXxAyHapoAHu ckaan 3a PS ca Tesu Ha Karnofsky' u ECOG/WHO/
Zubrod?, a B peTCKa Bb3pacT — ckaAa Ha Lansky’.

Ckara na Karnofsky

B 100% — HOpMaAHO CbCTOsIHME, Oe3 orAaKBaHusL, 6e3 beaesu Ha 6oAecT;

O 90% — Bb3MOXXHOCT 32 HOPMaAHA AaKTMBHOCT, HSIKOAKO CMMIITOMA MAM DeAe3u Ha 6oAecT;
O 80% — HOpMaAHA aKTUBHOCT C U3BECTHA TPYAHOCT, CUMIITOMMU 11 OeAe3t Ha OOAeCT;

O 70% — MOXe AQ ce TPYKM 3 cebe Cit, HeBB3MOXKHOCT 32 HOPMAAHA aKTUBHOCT MAM TPYA;

O 60% — HyXAae e ce OT MAAKO TIOMOLL, MOXe AQ U3BDPIIBA MO-TOASIMA YaCT OT IPYDKUTE
3a cebe cu;

O 50% — Hy>)XAae Ce YeCTO OT IIOMOLL, HY>KAQe Ce 4eCTO OT MEAMLIMHCKY IPIDKI;

O 40% — HecrocobeH, Hy)XAae Ce OT CIeLAAHY TPYIKY U TOMOLL;
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O 30% — KpaitHo HeCrocobeH, TOKa3aH 3a XOCMUTAAUBALINS, HO 6€3 PICK 3a XXVBOT;

O 20% — TexKo OOA€H, CIelHa HY)KAQ OT XOCIUTAAM3ALMS, HY)KAQe Ce OT MOAABPXKAILM
MEepKU UAY A€YEHIE;

O 10% — mopubyHAeH, 6bP30 mporpecupay nporecy Ha paraaHa 6oaecT;
O 0% — cMbpT.
Ckara na ECOG/WHO/Zubrod

O 0 - 6e3 cumnToMM (HAITPAHO AKTUBEH, MOXKE AQ M3BBPIIBA BCUYKYU ACIHOCTH OT HPEAU
pasboasBaHeTO Oe3 OrpaHmIeHs);

O 1 - CbC CUMITOMI, HO HATbAHO aMOYAATOpeH (OrpaHIYeHNs BbB (U3MUeCKaTa aKTHB-
HOCT, HO Bb3MOXKHOCT 32 U3BDbPIIBAHE HA AeKa Pab0Ta, HaIpUMep AeKa AOMAILHA AEITHOCT
nau pabora B oduc);

O 2 - cbe cumnToMi, < 50% OT AeHst ITpeKapBa Ha AerA0 (aMOyAaTOpeH, Bb3MOXKHOCT AQ Ce
TPYDKM MBLISIAO 32 cee CH, HO HeBB3MOXKHOCT 32 KAKBATO I Ad € TPYAOBA AEITHOCT);

B 3 - c¢bc cummnromy, > 50% OT AeHS MpekapBa Ha AErAO, HO He € NMPMKOBAH K'bM AETAOTO
(BB3MOXXHOCT CaMo 3a OrpaHMyeHN IPYDKH 3a cebe cu);

o4- TIPMKOBAH KbM AETAOTO (Hal'["bAHO HeCHOCO6eH, HEBDB3MOXXHOCT Aa Ce IPIYDKU 3a cebe
CU, HAITbAHO IMTPUKOBAH K'bM A€TAOTO AU CTOAa);

O 5 - cmbpr.
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Knuanyuxo PBKOBOACTBO, OCHOBAHO Ha A0KA3aTEeJICTBa / HaumoHnanex EKCTIepTeH 6op,u

Cpasnenue. Baanpyipano cpaBHeHye MeXAy ckaauTe Ha Karnofsky u Zubrod e nposepero B B Zubrod 2 e paBHo Ha Karnofsky 60-70; 50-60

rOAsIMA IpyTa nauyeHTn’:

B Zubrod 0 e pasuo Ha Karnofsky 100; 90-100

B Zubrod 3 e paBxo Ha Karnofsky 40-50; 30-40
O Zubrod 4 e pasuo Ha Karnofsky 20-30; 10-20.

O Zubrod 1 e pasro ua Karnofsky 80-90; 70-80

.\

B Ckaanre 3a 0610 cbcrosinne (wppdopmanc craryc) no Karnofsky n/uau ECOG/WHO/Zubrod ce npenopbyBaT 3a OlleHKa Ha pasBUTHETO Ha
60AecTTa M OTPA)KEHNETO il BbPXY e)KeAHEBHATA AeeCIOCOOHOCT Ha 6oAHuUTe.

O KoAmyecTBeHara OlleHKa Ha 0010TO ChCcTOsiHME (MbPPOPMAHC CTATYC) UMA NPOTHOCTUYHA U MPEANKTHBHA CTOIHOCT.

\I/

PON

Ilpu Bcu4ku nayuenmu ¢ MOPAKAAHYU U 2ACHIPOEHINEPONAHKPEACHI HeBPOEeHOOKPUHHU MYMOPU Ce U3BBPULBA 3A0DANHUNEAHA OUeHKA HA 00140
cocmosnue (nspghopmanc cmamyc) no ckarume na Karnofsky u/uru Zubrod.

AUTEPATYPA 3. Lansky SB, et al. The measurement of performance in childhood cancer patients. Cancer 1987; 60 (7):

1. Karnofsky DA, Burchenal JH. (1949). “The Clinical Evaluation of Chemotherapeutic Agents in

1651-1656

Cancer” In: MacLeod CM (Ed), Evaluation of Chemotherapeutic Agents. Columbia Univ Press 1949. 4. Buccheri G, et al. Karnofsky and ECOG performance status scoring in lung cancer: a prospective,

Page 196

longitudinal study of 536 patients from a single institution. Eur ] Cancer 1996; 32A (7): 1135-1141

2. Oken MM, Creech RH, Tormey DC, et al. (1982). Toxicity and response criteria of the Eastern
Cooperative Oncology Group. Am ] Clin Oncol 1982; 5 (6): 649-655
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Knuanyuxo PBKOBOACTBO, OCHOBAHO Ha A0KA3aTEeJICTBa / HaumoHnanex EKCTIepTeH 6op,u

XVPYPTYHO ITOBEAEHIE

I 4.1. XVIPYPTVIYHY I3BOPY ITPU AOKAAVI3VIPAHA BOAECT HA
TOPAKAAHII HEBPOEHAOKPVIHHU TYMOPU
Aanaun Ilempos

Tlpyt MaLMeHTV C TUIIMYEH U aTUIdeH G6eAOAPOOEH KapLMHOUA, CTAAUPAHN B CTapguu I-
IIIA, cbBpeMeHHMTE PBKOBOACTBA IIPENOPBYBAT OOCHKAAHE HA XUPYPIMYHO AeveHle
— AODEKTOMMS MAM APYra aHATOMMYHA Pe3eKLMsl CbC CUCTEMHA MEAMACTMHAAHA AMM(HA
Ancexuys't 12 3a cAyyan ¢ eApOKAeThYEH HEBPOEHAOKPUHEH KapLHOM IPENopbYBAHOTO
[IOBEAEHNE € KaTO NPU HeAPeOHOKAETbYeH OeAroApobeH KapuyHoM.? TTpy TMMYCHM KapLy-
HOVIAM VAU HEBPOEHAOKPMHHM KAPLVHOMM C AOKQAM3MPAHA VAU AOKOPErMOHaAHa boaecT,
XMPYPIUSTA BKAKOYBA [IbAHA VAU HEI'bAHA pe3eKuysL.'> PYTUHHO XUPYpriYHO AeyeHue npu
IALMEHTY C OrPaHMYeH CTaAMil Ha ApeOHOKAeThueH beaoppoben kapiyuHoM (AKBK) e ce
IIPEeropbYBa CA€A HETaTUBHUTE PE3YATATM OT €AHO PaHAOMMU3MPAHO KAMHUYHO M3INUTBA-
He Ha Medical Research Council (UK), koeto cpaBHsiBa AbueseyeHne u xupyprus.! Apyro
PAHAOMM3MPAHO KAMHMYHO U3IIMTBAHE, [IPOYYBAILO POASITA HA ONIEPATUBHOTO AeYeHye [Py
IALMEHTH, OTTOBOPUAM HA IIET LMK'bAA XuMuoTepamust cbe cyclophosphamide/doxorubicin/
vincristine (CAV), He ycrsiBa AQ AOK@Xe I10A3a OT [OCAEABAIA XUPypruyHa Hameca.” [To-
HACTOSIIIEM He CbILeCTBYBAT IIPOCIEKTUBHU PAaHAOMMU3MPAHM MBIMTBAHMUS, CPABHSBALIM
XMMMOTEPAINS MAU XMMUOAbYEAEYEHIE C UHAYKLIIOHHO XMMIOABYEAEUEHIIE, IOCAEABAHO
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OT aplBaHTHA XUpyprust. Harpynauu ca o6ade AQHHY OT HEPAHAOMU3MPAHU KAUHITYHI IIPO-
YYBaHIS, KOUTO MIOKA3BaT, Ye OIEePATIBHOTO AeYeHIEe KATO YaCT OT MYATMMOAQAEH AedebeH
IPOTOKOA BOAM AO TOAOOPEHM IPOTrHO3a U KOHTPOA HA AOKAAHU PeLyAUBIL’ PerncTpper
Ha MexAyHapoAHaTa acoLmanys 3a u3caepBaHe Ha Oeaopapober kapumHom (IASLC) mo-
Ka3Ba MeTToAMIIHA mpexxuBseMoct B crapguu IA u IIB ot 35% a0 53%.* IMatmentn ¢ AKBK
B crapmit I (T1-2 NO) morar aa 6bAaT 00CBAEHN 32 ONEPATUBHO A€UYEHME CAEA CTAAMPAHE
¢ obpasuu MeTopu (kommorbp-ToMorpadus (KT) Ha rpbaeH Kol 1 ropeH abAOMeH, Mar-
HUTHOpesoHaHcHa ToMorpadust (MPT) Ha MO3BK 1 MO3UTPOHHOEMYUCUOHHA TOMOTpadust ¢
kommoTbp-romorpadust (MET/KT)® cuuuTurpadust Ha KOCTM 1 3aAbAXKUTEAHA XUPYPIMYHA
€KCITAOpALVs Ha MEAUACTVHYM Ype3 MeAMACTUHOCKOIMS AU ADYTU TTOAXOASIII METOANKM
(mpepta meanactuHockonusi, VATS) ¢ 1eA Aa ce UBKAI0YM OKYATHO aHTQKMPaHe Ha MeAU-
ACTUHAAHM AUMGHN Bb3AI.® EHAOCKOIICKUTE CTAAMPALM METOAM CHILIO MOTAT AQ BASI3aT B
cpobpaxenne. Haocaepabk Bpuranckoro TopakaaHo Apyxectso (BTS) npernopbysa xupyp-
rust ipyt nauyeHTn cbe crapuit T1-3 NO-1 MO KkaTo 4acT 0T MyATUMOAQAHOTO AeveHye.’
Caep paAMKaAHA pe3eKiyst (3a IpeAnIounTaHe AOOEKTOMMS ChC CUCTEMHY MEAMACTVHAAHA
AMMQHA AVICEKIMS VAN OMOTICHM) OIIEPUPAHNTE TIOAAEKAT HA AAIOBAHTHA XUMMOTEparsL.”
ITpu Anrica Ha MeTacTasu B AUMGHI Bb3AH, IALMEHTUTE Ce AKYBAT CAaMO C XMMIOTeparis.
ITpy MeTacTaTNIHO AHTKMPaHe HA MEAACTUHAAHNTE AMM(HI Bb3AK € IT0Ka3aHa ChYeTaHa
XMMMOTepanus 1 06AbuBaHe Ha MeAMacTUHYM. Tbil KaTo MPOGUAAKTUIHOTO KPAHMAAHO 00-
ADUYBAHE BOAM AO TOAOOpsIBaHe Ha MPEXMBAEMOCTTA 6e3 60AecT 1 001jaTa NPEXUBIEMOCT
npu natmentn ¢ AKBP ¢ mbAHa pemuicus, To TpsioBa A2 6bAe 00CHAEHO CA€A aAIOBAHTHATA
XMMMOTepanus NPy PAAMKAAHO onepupanu 6oAHm.®
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O Ilpu nauMeHTH ¢ TUINYEH U aTUIIYeH 6eAOAPOOeH KapIHONA UAU eAPOKAETbYEH HEBPOEHAOKPMHEH KapIiHOM, crapupanu B crapuu I-111A,
ce npenopbuBa 06ChKAAHE HA XMPYPIMYHO AedeHue (AOGEKTOMIS MAM APYTa AHATOMITYHA Pe3eKUUs CbC CUCTEMHA MeAMacTUHAAHA AUMQHa
AVICEKIMS).

O Ilpu manyeHTH ¢ AOKAaAM3MPAH VAU AOKOPETIOHAA€H TUMYCEH KapITHOMA MAU HEBPOEHAOKPIHEH KapIMHOM Ce MpenopbhyBa 00CHKAAHe Ha
XUPYPIMYHA pe3eKIs.

O Ilpu pApeGHOKAETbUEH GeA0APOOEH KapIHOM He Ce NPenopbYBa PYTHHHO XMPYPIIYHO AeYeHNe.

O Ilpu naunenTn c ApeGHOKAETBYEH Oeaoapoben kapuuHoM B cTapmii I (T1-2 NO) moxke Aa ce 00CBKAA PE3EKLISI CAMO CAEA IPELI3HO CTaAUpPaHe
4pe3 00pa3HNU ¥ XMPYPIUYHU METOANL.

O AAIOBaHTHA XMMIOTePANis ce PENopbYBa CAeA Pe3eKLys IPU PaHeH CTaAMil HA ApeGHOKAeThYeH 0eA0APOGEeH KapLHOM.

O IpoduaakTHyHO KpaHHAAHO 00ABYBaHE MPH APeOHOKAETBYEH O6eA0APOOEeH KapLHOM TPsIGBa Aa ce 00CHKAA CAEA AAIOBAHTHATA XUMUOTEpPA-
NS TIPY PAAMKAAHO OTIepUPaHU OOAHUL

L |m Xupypeuuno reuenue npu 601Hu c Ope6HOKemvyeH 6er00poleH KapyuHoM ce npenopvusa camo 8 cmaouii I (T1-2 NO) na 6orecmma.

/@\ O [Ipednoyuman onepamuseH 00em e paduKarHa A00eKIMOMUS CbC CUCIEMHA MeOUACUHAAHA AUMPHA OUCEKUUS.
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I 4.2. XVIPYPTUYHU 3BOPU ITPU AOKAAM3UMPAHA BOAECT HA
TACTPOEHTEPOITAHKPEACHII HEBPOEHAOKPIHHU TYMOPU
Apxkaou Usanos

TTpyu HaYaAHO AMArHOCTULMpaHe Ha HeBpoeHAOoKpyuHHM TymMopu (HETu) B 50% ce perncrpu-
pa AokaAusupaHa 6oaect. EAMHCTBeHaTa OTEHIMAAHO AedeOHa Tepaniist, Bb3aMOXKHA B 20%
OT CAyYauTe, e Pe3eKLs Ha I'bPBUYHMA TYMODP U perioHaAHa AuM(Ha Ancekuys. Pesexuys-
Ta Ha ITbPBUYHYA TYMOD IIOBUILIABA CPEAHATA IPEXUBAEMOCT OT 69 A0 139 Mecelia.

Xupypeuuno reuerue Ha cmomauiny HETu. VI360pbT Ha XMPYPIUYHO MOBEAEHNUE 3aBUCH OT
BMAQ Ha Tymopa. ITpy maupeHTy che cTomanreH KapimHoup i I i ¢ pasmep mop 1 cm ce
IpenopbyBa eHAOCKOINICKO OTCTPAaHsABAHE HA Ae3MATA C NMOCAEABAIIO IpocAepsBaHe. Ilpu
Ae3yy Hap 1 cm IIpeay eHAOCKOIICKA OAMIEeKTOMMUS MAY MyKo3Ha pesekuust (EMP) ce us-
BbPIIBA €HAOAYMEHHa exorpadus 3a OljeHKa Ha MIHBa3)s Ha CTOMAIHA CTeHa I aHTa)K1paHe
Ha pervoHaan Aum¢uu Bb3an.' Caep EMP onepatnBHO AeueHne ce mpyaara npy TyMoOpHa
UHOUATpALNA OTBBA CyOMYKO3a MAM TPV HAAMYME HA MO3UTUBHY Pe3eKLMOHHN IPaHULY;
M3BDBPIIBA Ce AOKAAHA PE3EKLVISl, AHTPEKTOMMS MAY TACTPEKTOMMSA B 3aBUCUMOCT OT XUCTO-
AOTMYHA XapaKTepPUCTUKA, MUHBA3Ms M AOKAaAM3aLys Ha TymMopa. [IpoTuBopeunsy ca pAo0Kasa-
TEACTBATA 32 A€YeHMEe ChC COMATOCTATVHOBY aHAAO3Y MAM AHTPEKTOMNS 32 HAMAAsBaHe Ha
xunepractpuxemusara. [pu cromamnn HETu Tum II ce mpuaara caMo AOKaAHa eKCLU3MA U
HAAIYMETO HA MHOXKECTBO TYMOPY He IPOMeHS XUPYPIUYHOTO oBeAeHue. [Tpn maipmenTy
HETu tun III Xxupypru4yHOTO AeUeHye He ce pa3AMdaBa OT TOBA PU CTOMAIIEH aAeHOKapILy-
HOM — YaCTMYHA VA TOTAAHA TACTPEKTOMMS C AUMQHA AUCEKLMA.

Xupypauuro reverue Ha 0yodeHarnu HETu. 3aBucy oT BUAQ Ha TYMODa, HETOBUTE Pa3Mep
u Aokaamsauus. [Tpu Tymopu < 1 cm ce mpuaara oTcTpaHsBaHe ¢ OPMMKA AU €HAOCKOTI-
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CKa Pe3eKLyisl, HO IIpY IepUaMITyAApPHA AOKAAM3ALMS € HEOOXOAMMA AOKAAHA XMPYPIUIHA
pesekuyst 1 AumdHa Ancexuys. [Tpy Tymopu > 1 cm mpeau eHAOCKOIICKATa MYKO3Ha pe-
3eKLMs € HeOOXOAMMO AQ Ce M3BDBPIIN eHAOAyMeHHa exorpadust. [oaemn HETu (> 2 cm)
VAU A€3MM C BCSIKA TOAEMMHA M METACTa3! B PErVOHAAHM AMMQHM BB3AU CE TPeTHpar
OIepaTUBHO C HAKOAKO mpuitomu: (1) AoKaAHa pesexuust (AoKaAu3aLyst Ha Tymopa B Al);
(2) AncranHa pyopeHekTomust (Aokaausauust B A4) uau (3) AyoAeHOIaHKpeacHa pesexuus
¢ aumbHa Avcexiyst (Haii-gecTo mpy Aokaausauys B A2 u A3). Ipu Tymopu mexay 1 u 2
Cm ¥ AMIICa Ha AMMHI METACcTasy ce MPenopbyBa eHAOCKOIICKO OTCTPAHsIBaHe, HO APY-
IV aBTOPY TperopbyBar XupypruuHo aedenue.’ [Tpu ammyaapun HETu He ce ycranopsBa
KOpeAaLyisi MeXAY pasMep Ha TYMOD ¥ HaAM4Ve Ha MAAUTHUTET, TOPAAY KOETO € IPEenopb-
4MTEAHA AYOAEHOIIAHKPeaCHa pe3exiyst.”

Xupypeuuno revenue Ha deberoupesnu HETu. 3a Tasy AOKaAM3aLMs € XapaKTepeH BUCOK
MaAUTHEH IIOTEHLMAA, HO IIPY TYMOPY C pasMep < 2 CIM MOXKe AQ Ce OChLIECTBU EHAOCKOIICKA
IOAMIIEKTOMYS AV MYKO3HA Pe3eKLysl. B cAydau Ha HelrbAHa pe3eKLys MAY CTeleH Ha XUC-
ToAornyHa Andeperumanus G3 TpsbBa Aa IOCAeABA OHKOAOIMYHA pesexuyst. [Tpu pasmep
HaA 2 Cm U uHBasus B muscularis propria ce oChILECTBSBA XUPYPIUs 10 CTAaHAQPTUTE 32
AeOeAoupeBeH apeHOKapLMHOM.”

Xupypeuuno rewenue na pekmarny HETu. Tlpu AesuuTe ¢ pasmep 1mop 1 cm e Haame
HMCBK PUCK OT METACTA3MPAHE 11 Ce OTCTPAHSBAT €HAOCKOIICKU UAM C APYTY TPAHCAHAAHY
texuuki (,full-thicknes” myxosHomyckyana pesexuust).® TyMopHaTa MHBasMs Ce ONPeAeAs
C eHAOAYMeHHa exorpadus A MarHuTHOpe3oHaHcHa Tomorpadust (MPT). Tymopnu mex-
Ay 1 12 cm ¢ HUCHK MUTOTHYEH MHAEKC 11 6€3 MHBA3WS B muscularis propria ce Aekysar ¢
AOKaAHa pesexiyst. [Tpu Aesun Hap 2 cm METACTATHYHUAT MHAEKC € 3HAYMTEAHO I10-BICOK
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(60-80%) ¥ XMPYPIUYHOTO AeUeHMe e AHAAOTMYHO C TOBA IIPU PEKTAAEH AAEHOKAPLITHOM
— IpeAHa pe3eKLysi MAK aDAOMMHOIEpPMHeAAHa eKCTUPIALMSA C TOTAAHA ME30PEeKTaAHa
excumsus (TME).”

Xupypeuuro reyenue Ha nawkpeacHu HETu. TTokasaHuATa 3a XMPYPIUYHO AeYeHMe 3aBU-
CAT OT CUMIITOMH, XOPMOHAAHA TIPOAYKLNS, TOAEMMHA HA TYMOPa, MHOXXECTBEHOCT, IO0-
TEHLMAAHA VIAY M3sIBeHA 3A0KQYeCTBEHOCT U AviceMyHauys. OnepaTuBHATa MHTEPBEHLMSA
MOXe Ad € MOKa3aHa 3a MOAOOpsIBaHe Ha TepANeBTUYHNUS U CUMIITOMATUYHUS epeKT Ha
MEeAMKAMEHTO3HOTO AeveHMe. IIpeponepaTvBHATa AOKAaAM3ALMs Y MHTPAONEPATUBHUAT
YATPasBYK Ca OT TOASIMO 3HauyeHMe 3a U300pa Ha CTpATerus: AyOACHONAHKpeacHa pe3ex-
st (onepauust Ha Whipple), AuCTaAHa TaHKpeacHa pe3eKLys, eHYKAeaLst Ha TyMOP MAK
eHyKAealus B KOMOuHauus ¢ peseuust. [Ipy TyMOp, pasloAOXeH [OA 3 mm OT [MaHKpea-
CeH KaHaA, € TIPENopPbYNTEAH Pe3eKLsl. AVCEKLIsS HA PErMOHAAHY AMM(HY Bb3AK € 3a-
ABAKUTEAHA IIPU OAO3PEHMe 32 MAAUTHEHOCT. B IIoBeueTo cAyyan ce M3BBpIIBa OTBOPe-
Ha XMPYPIUYHA UHTEPBEHLN, HO B OTA€AHU CAyYal Bb3MOXKEH BaPUAHT € AANapOCKOICKa
eHyKAealys/pesexuys. Koraro o BpeMe Ha omepauys He ce OTKpMe TYMOP, CAEABA AQ
ce 1305rBa CASNA MTAHKPEACHA Pe3eKLsl; CAeA M3BECTHO BpeMe Tps0Ba Aa Ce MOBTOPST
IPOLIEAYPH 3a AOKaAM3upaHe Ha Tymopa. Tbit karo 90% OT MHCYAMHOMUTE ca AOOpOKa-
4eCTBeHM, II0BEYETO MALMEHTH Ce AeKYBaT Ype3 eHyKAealys MAU MTAHKpeacHa pe3eKLs.
OmnepaTyBHUAT METOA € EAUHCTBEHO AeUeHMe U 32 FaCTPUHOMY; TOBEYETO OT TAX Ca AOKa-
AVBMPAaHU B T.Hap. TACTPMHOMEH TPUBI'BAHNUK, IOPAAY KOETO MPM MALMEHTH C MHOXECT-
BEHJ TYMOpPU PaAMKaAHATa OIepaljiisi MOKe ChLIO A € yaauHa (npouepypa mo Whipple
u anmdua Ancexuys).® Tlpu ocTaHaAMTe TYMOPHM IOATUIIOBE PAAMKAAHATA XMUPYPIUS €
€AMHCTBEH BapMaHT 32 AeueHle, Makap 4Ye PSAKO € Bb3MOXKHA IIPM MOCTABsIHE HA AMa-
rHosara.’ VIHAMKaLmuTe 32 ONepaTiBHA HAMeCa MNP MHOXXECTBEHa eHAOKPMHHA HeOIAa-
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sust Tun 1 (MEH1) ca mpoTuBopeuuBi, Thil KaTO 4€CTO Ce OTKPUBAT TYMOPHU U B APYIU
€HAOKPUHHIU OPIaHM, 33AHO C MHOXXECTBEHM TYMOPM B NMAHKPEATOAYOAEHAAHNS PETVIOH.
ITpu Te3u malMeHTH ce IpenopbyBa M0-arPeCUBHO XUPYPIUUHO AeueHNe 3a U30srBaHe Ha
MaAUTHM3MPaHe (TYMOPY Hap 2 cm), 3a PeAyLMpaHe Ha CUMIITOMUTE, CBbP3aHNU C XOPMO-
HaAHa MPOAYKLMSA U OTPaHMYaBaHe HAa TYMOPHMS TOBap.

Xupypeuuro reuerue na HETu Ha ureym (munuqen kapyunoud). Ty MeToA Ha u360p e
CerMeHTHA pe3eKLys Ha I'bPBUYEH TYMOP 1 AOKOpernoHaAHa AuM¢Ha Aucexuus. ITpu
AOKaAM3aLVs B TEDMUHAAEH IA€YM B OTAEAHY CAYYay Ce U3BBPIIBA ASICHA XeMUKOAEKTO-
must, Ho B 20% oT caydante TymMmopute ca MHOXXecTBeH.'* KoraTo ce oyakBa IMpoAbAXKN-
TeAHa TepaIus CbC COMATOCTATMHOBY aHAAO31, MOXe AQ Ce OCBILECTBY MPOPUAAKTIYHA
XOAELMCTEKTOMMUS, 32 AQ Ce U30erHaT eBeHTYaAHIUTE YCAOXKHEHMS HA KAbYHOKaMEHHATa
Goaecr.

Xupypeuuro reerue na HETu na anendukc. Tpu pobpeandepeHLnpanit TyMOpH moA 2
Cm Ce OChILECTBSABA AMEHAEKTOMIS, HE3aBMCUMO OT AOKaAM3ALMATA (BPBX MAM OHCOBA).
AsicHa xeMuKoAeKTOMMSA ce mpernopbuBa mpu: (1) Tymop Haa 2 cm; (2) AokaAusauus B
OCHOBA Ha aNeHANKC; (3) AbAOOKa MHBA3Ms B ME30ANEHAVKC; (4) pernoHaAHM AUMQHN
MeTacTasy U XUCTOMATOAOTMYHM OeAe3y 3a arpecuBHOCT (BMCOK mpoAndepaTuBeH nH-
Aexc Ki67 > 3%). Ipu ycTaHOBsIBaHe Ha MOHE €AMH OT Te3U KPUTEPUM CA€A ITbPBOHAYAA-
HO M3BbpIIEHA alleHAEKTOMUS € 3aAbAKUTEAHA TOCAEABAILA ASICHA XEeMUKOAEKTOMMUSL. !
ITpu cMeceHn apeHO-HEBPOEHAOKPMHHM KapLHOMMU Ha aleHAMKC (YalIKOBUAHOKAETb-
YeH KapLMHOMA/KapLMHOM) CTAHAAPTHA XMPYPIMYHA MPOLIEAYPA € ASICHATA XeMUKOAEK-
Tomus. TIpy MbpPBOHAYAAHO M3BBpILIEHA ANIEHACKTOMMUS ASCHATA XeMUKOAEKTOMMUS Ce
OCBIIeCTBsIBA B CPOK OT TpK Mecewa.'?
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o le/l AOKAAUBVIPAHY TACTPOCHTEPONAHKPEACH HEBPOCHAOKPUHHA TYMOPY XVPYPITYHOTO A€4Y€HIE Ce NpenopbyBa KaTo METOA Ha I/I360p.

o le/l AOKAAM3UPAHU MHTECTUHAAHN KAPIUHOVAY Ce NIpenopbyBa ONepaTuBHO A€4YeHHe C IeA PAAMKAAHO OTCTPAaHABaHe HA IbPBUYHUA TYMOP U
MeTaCTaTUYHUTE ME3€HTEePUAAHU AI/IM(l)HI/I BB3AUL.

O Ilpu AoKaAM3MpaHM MAHKPeaCH! HEBPOEHAOKPIHHY TYMOPH Ce NPeNnopbyBa XUPYPrUYHa Pe3eKuus.

8 Ilpu nepudepHu MHCYyAMHOMY 1 MAAKH (110A 2 cm) He)YHKIMOHMPAIY TAHKPEACHY HEBPOEHAOKPMHHI TYMOPH Ce IPENOoPbYBAT OTBOPEHA AU
AANapOCKOINCKA eHyKAealys/AOKaAHA pe3eKIMs AU 3aMa3Ballia AAAAKa AVICTAAHA MAHKpeaTeKTOMUS.

O Ilpu pesexuus Ha roaemu (Hap 2 cm) UAM MaAUTHeH! HeQYHKUMOHUPAy U GpyHKIMOHMPAIY TAaHKPeACH! HeBPOEHAOKPUHHM TYMOPH (rAf0-
KaroHOM, BUIIOM, COMAaTOCTaTHHOM ¥ AP.) Ce IPeNnopbYBa TOTAAHA eKCIM3IA Ha TYMOPA C HEraTUBHYU Pe3eKUMOHHY IPAHUIM (BKAIOYUTEAHO I
NPHAEXALIN OpraHu) U pernoHasHa AuMHa pncexuus. IIpu AokaAusanys B raaBa Ha TAHKpPeac ce NPenopbyBa AYOAeHOMAHKpeacHa pe3eKius,
a B TJAO U ONAIIKA — AMCTaAHA TAHKPeATeKTOMUS ChC UAU 0€3 CIIAeHeKTOMUS.

| 8 Budwvm u 06emom HA OnepamusHAMA UHIMEPBEHUUS NPU AOKAAUSUPAHU 2ACHPOEHNePONAHKPeacH: HeBPOEHOOKPUHHIL MYMOPU Ce Onpedeis
N~ OM NOKAAUZAUUAMA, PA3MEPA U XUCHION0ZUHHUSA HOOBUO HA MYMOPA.

@\ 8 IIpeyenkama 3a A0eKBAMHOCH HA XUPYPSUHHOMO AeqeHUe U HOCAe0BAUL0MO HOBeOeHle e HeAdmMeAHO 0d ce U3BbPUIBA B CHEUWUANUSUPAHUL
YeHmMpoBe 3a HeBPOEHOOKPUHHIU IYMOPUL.
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I 4.3. XVIPYPTIYHO ITOBEAEHME ITPU YEPHOAPOBHI METACTA3I
OT HEBPOEHAOKPHHU TYMOPU
Huxkoaa Koaes

HaAnumero Ha 4epHOAPOOHY MeTacTasu oT HeBpoeHAOKpuHHY Tymopyu (HETu) 3aBucu ot
IIbPBUYHATA AOKaAu3arys, T-craaus, xucrosornuHara Audepentpmanms (G1-3) u mpoande-
paryBHaTa akTMBHOCT." > Hait-yectn mbpBuunu Aokaamsaumu Ha HETu ¢ paseunn merac-
Tasy ca MaHKpeac, AACHO Ae6eA0 4epBO i THHKO YepBo.” YecToTara Ha MeTAacTasu Bapyupa
CIIOpeA CTPYKTYpaTa Ha Perncrbpa uAM 6asa-AaHHUTE: B CIELMAAM3MPAHY LIEHTPOBE MpU
80-90% oT mauyenTy ¢ TbHKO4YpeBHy 1 npu 60-70% oT mauyuenTuTe ¢ mankpeacHn HETu ce
OTKpVBAT 4ePHOAPOOHM MeTacTasi.>? AaAedHMTe METACTa3M YeCTO Ca CBbP3aHM 1 C KapLiu-
HOMAEH CUHADOM, a Py puOAn3uTeAHo 90% OT MaLMeHTHTe Ce YCTAHOBSABAT MHCYAUHOMM.
Tpu HuckopudepeHLmpanuTe HeBpoeHAOKpuHHY KapimHomy (HEKu, G3) mo-yecro ca Ha-
AMLe AAACYHN METACTa3! B CpaBHeH1e ¢ Bucokopudepentmpauure HETu (G1-2).

Xupypeuuno Aeuenue. ,3naTeH CTAaHAAPT” 38 TPETMPAHE HA YePHOAPOOHN METACTA3M € XUPYP-
TMYHATA Pe3eKLyis, OCTUIaIa BUCOKA TIeTTOAMIIHA pexuBsieMoct (60-80%), Hucka cMBpT-
Hocr (0-5%) 1 mpuemanBa 3aboaeBaemoct (A0 30%).! MuHMMaAHNTe M3MCKBAHISI 32 Ae4ebHa
pesexuyst ca caeprnre: (1) pesexrabuany yepHOApoOHM MeTacTasu or HET ¢ npuemansa 3a-
60A€BaeMOCT 1 CMBPTHOCT TI0A 5%, (2) AMIICa HA AECHOCTPAHHA ChPAEYHA HEAOCTATBYHOCT,
(3) Anrica Ha Hepe3eKTaOMAHM MeTacTasn B AUMGHM Bb3AK U eKCTPAabAOMMHAAHO, (4) Aurica
Ha Audy3Ha AU Hepe3eKTabMAHA IIePUTOHeAAHa KapLMHOMaTo3a. Pe3eKiys Ha MeTacTasy oT
HEKwu He ce npernopbyBa, HO MOXe Aa 6bAe 00ChAEHA B OTAEAHM CAYHal C M30AMPAHU Pe-
3exkTabuAHM MeTacTasn. [Ipu ompepeAsiHe Ha ONepaTBHA CTPATErisl TPSOBA AQ Ce TIOAXOAU
BHIIMATEAHO 32 OLIEHKA HA KOAMYECTBO M KaYeCTBO Ha OCTATHYHISI YEPHOAPODOEH TapeHxuM
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HI0CPEACTBOM Hail-1yBCTBUTEAHN 00pasHM MeTOAN. B 3aBucumocT pAaan MeTactaridHara 6o-
AECT € eAHOAODApHA VAV KOMITAEKCHA, MOXXE AQ Ce IPEATIPMEMAT TIPOLIEAYPH C €AHA VAU ABE
CTBIKY (KAKTO TIPY CUHXPOHHM, TaKa U P11 MeTaxpoHHy Tymopu). OT6pemeHsiBaiya pesexuyst
(cbC mAM 6e3 APYT¥ AOKOPETMOHAAHM MAM aDAATMBHY HPOLIEAYPM) MOXKe AQ ObAe OmpaBAa-
Ha 110 M3KIOYEHNE B [TAAMATYBHI CUTYALI. Bbrpexy ToBa ce MpernopbyBa OTCTpaHsBaHe Ha
90% oT TyMoOpa (I0-HICHK MPOLIEHT MOXE AQ Ce PasraeAa mpyu pedppakTopHO-GYHKIMOHMpPA-
um HETu), Ho 3a Tasy MHAMKALWsE €A HEOOXOAMMI TIPOCIIEKTUBHY KAMHUYHY TIPOYYBaHNUS.
AKO IBPBUYHMUAT TYMOP He € U3LIIAO OTCTPAHEH BCe Olije, Ce MPEeNnopbyBa Py Bb3MOXKOCT
HEroBarta pe3eKLyisi B eAHa VIAM ABe CTBIKIL [Ipu Aurca Ha nHbOpMaLys He ce PernopbpuBa
AAIOBAHTHA CUCTeMHA Teparms cAep u3BbpieHa RO/R1 pesexums.

YepHoOpobHa mpancnianmayus. 1Ipy NALMEHTH C XUBOTO3ACTPALIABAILY XOPMOHAAHY
HapYILEeHNs], HEIOAQTAMBY HA MEAVKAMEHTO3HO A€4eHIe UAY C HehYHKLMOHMPAIIM TYMOPY
¢ AMQY3HI Hepe3eKTabMAHY YePHOAPOOHM METACTa31, HEIIOAATAVIBY Ha Bb3MOXKHITE METO-
AV 32 AeyeHlle, TepaneBTdeH u300p e YepHOApOOHaTa TpaHcrAaHTayys.® MuHuMaAHNTe
MBUCKBAHMSI 32 M3BBPIIBAHETO il CA CAEAHUTE: CMBPTHOCT 10A 10%, Aurica Ha ekcTpaxe-
IATaAHM METACTa3! CIOPeA MO3UTPOHHOEMMUCHOHHA TOMOrpadist/KOMIIOTbP-TOMOrpadust
(PET/CT), orcTpaHeH IbpBUYeH TYMOp NPeAV TPAHCIIAQHTALMS U BUCOKOAM(EpEHLMpaHu
HETu (G1-2). TTpu maumenTy nop 50-ToAMIIHA Bb3PACT, IPU KOUTO HE Ce OTKPUBAT eKCTPa-
XelaTaAHy TyMOpH 1 ¢ HUCHK Ki-67 MHAEKC, TOA3UTE OT 4ePHOAPOOHA TPAHCIIAQHTALMS CA
no-coinectBenn.” * [IocTuraHeTo Ha AbATOCPOYHA TPeXXMBsieMOCT 0e3 boaect 61 6uao us-
KAIOYMTEAEH HATIPEABK AOPH U TIPU Ta3y OADPaHa OATPYIIA OT IALMEHTH.

Aokopezuonaino rewenue. Abramushy memoou. Papnodpexsentnara abaarmst (POA) ce
npuAara eeKTUBHO 32 AHTUTYMOPHO A€4eHMe U 32 KOHTPOA Ha CYMIITOMY OT YePHOAPOOHM
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MmeTacTasn.” > MeToauTte MOraT A ce 1301MpaT CaMOCTOSTEAHO VAV B KOMOMHALVS C OIte-
partuBHO Aeverne. Korato xupyprusra e MeTop Ha u3b0p npu Aokaansupata 6oaect, POA
MOXe AQ Ce IPMAOXKY [TAAMATVBHO 32 M30srBaHe HA FOASIMA ONEPATMBHA MHTEPBEHLVS, HO
MOXe U AQ AOITbAHM pe3ekuysTa. [Tpy TyMopu Hap 5 ¢cm MAM B OAU30CT AO SKMBHEHOBKHM
CTPYKTYpu He ce nperopbyBa PDA u Apyri abAaTUBHI METOAM KaTO eAUHCTBEH AevebeH
METOA.

Emborusayus u xumuoemborusayus. CeAeKTUBHATA YEPHOAPOOHA TpaHCapTepraAHa eM-
6oansauyst (TAE) nan tpancaprepuaata xummnoemboansanus (TAXE) morar aa ce npuao-
KaT TPY TALMEHTH, KbAETO OIEPATMBHOTO A€YEHMe He e Bb3MOXKHO, HEe3aBUCUMO OT AO-
KaAM3aUMATa Ha IIbPBUYHUS TyMOp.> MeToauTe ca epeKTUBHMU 32 KOHTPOA HA CUMIITOMM
Y TYMOPEH PacTeX 1 MpY MOAOBUHATA OT MALMEHTHUTE BOAAT AO 3HAUUTEAHO CHIDKEHMe
Ha 61oMapKepyuTe ¢ 00€KTHBEH TYMOPEH OTTOBOP. AMIICBAT AQHHM, AOKA3BAILM MPEAVM-
crea Ha TAXE crpsivo TAE. VI3moA3BaHu LMTOTOKCHYHM Tpertapaty ca doxorubicin uau
streptozocin B xombuHauus ¢ lipiodol. TTopaan Bpamoxer mopbuaurer TAE u TAXE caepBa
A Ce U3BDPIIBAT B CIIELMAAU3UPAHI LieHTPOBe. YecTa CTpaHIYHA PeaKLys e MoCcTeMO0AN-
3al1OHeH CMHAPOM. TTpolieAypara e IPOTMBOMOKA3aHa Py ITbAHA TPOMO03a Ha MOPTaAHA
BeHa, Y4ePHOAPOOHA HEAOCTATBYHOCT MAM TTAHKpeaToAyoAeHekTomust o Whipple. TIpoyusa
Ce Bb3MOXKHO MPHAOYKEHNE Ha CeAeKTUBHA BBTPEIIHA PAAMOTEPAIINAL.
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Ilpocredasane Ha nayuenmu c yep ma3uy. IIpu HETu ce npemopbusa
M3BDPIIBAHE HA KOHBEHLMOHAAHNM 00pasHi nscAepBanus (kommoTbp-TomMorpadus (KT) un/
VAV MarHuTHopesoHaHcHa TomMorpadus (MPT)) u orieHka Ha naazmenu 6uomapkepu (xpo-
MOTIpaHMH A U crieypyHM MEAMATOPH) Ha BCEKM TPHU-LIECT Mecelja B 3aBUCUMOCT OT IIPO-
ABAXUTEAHOCTTA Ha 60AeCTTa ¥ TyMOpHUA pactex.”? COMaTOCTaTHH-PeLienTOpHA CLIMHTHU-
rpadust ce M3BBPLIBAT Ha BCeKy 18-24 Mecela, 0CBEH aKo HAMA AAOOPATOPHM MAU KAUHUIHI
AQHHJ 32 TYMOPHA IIPOrpeCHisi, U3MUCKBAILA [0-PaHHO LieAoTeAecHO ckaHupane.” [Ipu HEKu
Ce MpenopbyBa U3BbPIIBaHE HA KOHBEHIMOHAAHM 00Pa3HM M3CAEABAHNA HA BCEKM ABA-TPM
Mecera. [Tpu HopmaaeH raasmen xpomorpanut A CgA aATepHaTuBeH O10Mapkep e mAasMe-
Ha HeBpOH-creluduuHa enorasa (NSE).

/4

ITpozno3a. HeratyBHy porHoCcTUYHM GaKTOPHU ca MPOrpecupaliy YepHoAPOOHI MeTacTa-
311, 4ePHOAPOOEH TYMOPEH TOBAp, HaAMYIe HA eKCTPAXeNaTAAHI METACTa3! M KapLMHOMAHA
cbpaeuHa Ooaect.? Criopea HAKOM PErMCTpY MPOrHO3aTa e MOAOOpsBa NPy HapacTBala
IIETTOAMIIHA IPeXUBAEMOCT 0T oA 50% A0 60-80% (npu metacrarnyrn HETu) 1 Has 60%
(mpu meracrarnyny mankpeachu HETu).? Meracrarnunnre HEKu nmar Aoma nporHosa,
0e3 3HauUEHMe AAAM Ce TIPEACTABST CbC UAY Oe3 YepHOAPOOHI MeTacTasn.
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C O XupypruyHoTo AeyeHue Ha YePHOAPOOHI MeTacTasu 0T HeBPOEHAOKPUHHY TYMOPH € II0KAa3aHO CaMO KOIraTo ChIeCTBYBAT MPEATIOCTABKU AQ
0'bAe pPAaAKAAHO.

O ITaAnaTBHO XMPYPIUYHO AeYeHNe Ha YePHOAPOOHM MeTacTa3! OT HEBPOEHAOKPIHHY TYMOPU MOXe Aa ce 00ChKAa pu u3bpaHu caydan, Ko-
raTo MalMeHTHTe ca ¢ AOOBP MbP(OPMAHC CTATYC ¥ HUTOPEAYKTUBHOTO OTCTPaHsABaHe HA TYMOPHA Maca 0¥ MOBAUSAO CUMIOTOMATUYHO ChC-
TOSTHUETO UM.

o l'[pu Hel(ypaﬁI/IAHI/[ mManueHTn C ‘lepHOApOGHl/I MeTacTa3y OT HEBpOCHAOKPVHHY TYMOPHU KaTO CPEACTBO HA I/[360p 32 AOKAA€H KOHTPOA MOrar pAa
ce 06C1:)1(A3T TepMOﬂﬁAauMﬂ 1 AOKaAHa XI/IMI/[OEM6()A]/I33].W[}L

O Ilpu MaAKM Mo 00eM YepHOAPOOHN Ae3MM OT HEBPOEHAOKPIHHM TYMOPH MOXe AQ Ce 00CHKAQ eMOOAM3aLIsA Ha MeTacTasn, KOMOMHUpPaHa ¢
XUPYPIMYHO AeYeHMe,

O 3a cHMOTOMATHYHO A€YeHNe Ha YEPHOAPOOHM MeTacTasy OT HeBPOEHAOKPUHHI TYMOPH MOXKE AQ Ce M3MI0A3Ba AOKAAHO a0AaTHBHO AedYeHie B
KOMOMHALVS C IUTOPEAYKTUBHA XUPYPIUs.

N | Paduxarno xupypeuuno rewenue (R0) Ha uepHodpoGHu Memacmasu om HeBPOeHOOKPUHHIL HYMOPU, U3BBPULEHO B CHEUUANUSUPAHIL LeHIMPOBE HO
_,@\_ XenamoOUAUAPHA XUpyp2us, e eOUHCIBEHA Bb3MOJCHOCHL 3d 05120CP04eH KOHIMPOA Ha Gorecmma.

distant metastases from neuroendocrine neoplasms of foregut, midgut, hindgut, and unknown

AVITEPATYPA primary. Neuroendocrinology 2012; 95: 157-176
1. ObergK, et al. Neuroendocrine gastroenteropancreatic tumours: ESMO clinical practice guidelines 3. Abdalla EK, et al. Liver metastases: surgical management and liver directed therapies. In: Handbook
for diagnosis, treatment and follow-up. Ann Oncol 2010; 21 (Suppl. 5): v223-227 of gastroenteropancreatic and thoracic neuroendocrine tumours. Edited by Martyn Caplin and

2. Pavel M, et al. ENETS Consensus Guidelines for the management of patients with liver and other James Yao. 2011 BioScientifica Ltd, Bristol, UK
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CHUCTEMHA AEKAPCTBEHA TEPAIINIA

I 5.1. AEYEHVIE HA XOPMOHAAEH CUHAPOM IIPU
HEBPOEHAOKPVIHHU TYMOPU

Acen Ayoos

VIBKAIOUMTEAHO BAXHO € AQ C€ KOHTPOAMPA XUIEPCEKpeLMsITa Ha CTOMAIIHA KICEAVHA pU
BCUYKY TALMeEHTH ¢ $yHKUMOHMpauy HeBpoeHAokpurHu Tymopu (HETn), 3a aa ce mpepot-
BPATAT MENTUYHNTE YCAOXKHEHNS], KOUTO MOTaT Obp30 Aa ce pasBust.”? IIpousBoACTBOTO HA
CTOMAIIIHA KIICEAMHA MOXKe Ad O'bAe HAA TIeT ITBTH MO-TOASIMO OT HOPMAAHOTO, 0COOEHO Tpu
nauueHTn cbe cuHapom Ha Zollinger-Ellison (ZES) (cpeato - 45 mEq/4ac).>© Ynorpebara Ha
H2-6a0kepu u nHxubuTopy Ha nporoHHara momma (VITIT) MoraT Aa KOHTPOAMPAT KUCEAMH-
HaTa XMIePCeKpeLys IIPU BCUYKM, KOUTO MOTAT AQ IPMEMAT [IEPOPAAHI AEKapCTBa U VIMAT Cb-
AevicTBao noBeaerue.” > 4> Tpeaniountann aekapcrsa ca VITTTT mopaput AbATOTPaTHOTO UM
AeitctBue>® 11 3a aa ca edexTyBHM, H2-6A0KepuTe 00MKHOBEHO TPsIOBA AQ Ce IpUAAraT B
TI0-BUCOKM AO3Y, B CpaBHEHMe C M3IIOA3BAHNTE TIPY KOHBEHLIMOHAAHO TIENTHYHO 3a00AsIBaHe
(yecTo A0 AeceT ITbTH Hap 0buyaitHaTa A03a). [TpoyuBaHys 1okasBart, ye Bcuduku AocTbitay VI
(omeprazole, lansoprazole, pantoprazole, rabeprazole, esomeprazole) ca edexrusHu. Iperops-
YJTEAHATA HAYAAHA AO3Q € PaBHa Ha omeprazole 60 mg BeAHBX AHEBHO 1py criopaanyeH ZES
1 40-60 mg ABa ITBTV AHEBHO TIPU MHOXXECTBEHA eHAOKPUHHA HeorAasust MEH1/ZES3 5791112

Comamocmamunosu anarosy (CCA). Ynorpebara UM e CTaHAAPTHA Tepamysi pu QyHK-
LMoHMpauy ractpoeHeponankpeaciy HETu He3aBUCHMO OT AOKaAM3auuMATa Ha ITbPBUY-
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Hust Tymop. Interferon-alfa (IFN) cbijo Moxxe Aa 6bAe 00CHKAQH 32 KOHTPOA Ha CHMIITOMMU
pu Hsikou marymenTy, Hanpumep ako CCA He ca pobpe Toaepyparn.”’? [Tpy marmeHTy ¢
4ePHOAPOOHM 1/MAM ADYTY AQAEYHM METAaCTasM, MPeAl A Ce TPeANpUeMar crelupudHm
AHTUTYMOPHY Ae4eOHI MepKH, TPsIOBa Ad Ce OCUTYPY KOHTPOA Ha CUMIITOMM, CBbP3aHM C
XopMOHaAHa xurepcekperys. Vamnoassanero Ha CCA e epukacto B 70-90% mpu AeueHue
Ha KapLMHOMAEH CUHAPOM (Hamp. mpy 4epHOApoOHM MetacTasu oT HETU Ha ThHKM yepBa,
CeKpeTMpALLY CEPOTOHVH, MAU OT KAPLMHOMAM Ha CPEAHA YACT Ha XPAHOIIPOBOA) MAM TIPU
APYTH KAVHIYHI CUHADOMM, CBBP3aHM C Xumnepcekperys ot mankpeacHn HETu xaro Bunmom
nan ralokaronoM. CTaHAAQPTHA A03a 32 AbATOAelICTBaL octreotide LAR e 20-30 mg mpe3 4
ceAMMIIM. AO3MTe Ca aAANTMPAHY KbM MHAMBUAYAAHUTE HY)KAU U 3aBUCAT OT TEKECTTa Ha
tymopa. OOMKHOBEHO ca epeKkTVBHM MAY TpeBaHTVBHA Tepamuis ¢bc CCA mpeay onepars,
VAV AOKOPErMOHaAHa Teparus (MPUAOKEHA MAM KaTO MOAKOXeH OOAYC, ¥/MAM MHTpaBe-
Ho3Ha nepoysust 50-100 pg/uac).”? Interferon-alfa ce mpuaara B p03a ot 3-5 mUI mopKoxHO
TPU ITBTH CEAMUYHO.” ABATOAEVICTBALVSAT [IETMANPAH interferon e aATepHaTBHA GOPMYAQ,
HaszHayaBaHa B A031 0T 80-150 {g BeAHDK ceAMMYHO. HsAMa CPaBHUTEAHM AQHHM 33 ABATa
PeXiMa U IerMAUPaHVIAT interferon Bce olje He e 0A00peH 3a mpuaoxkenne npu HETu, Ho
yrmoTpebaTa My MOXXe Aa Ce 1M IIPEABIA 3 T0-A00pa moHocuMocCT. ™

Apyeu mepanesmuyuny nooxoou. ITbpBudHata 1 cBbpsaHara xumnepcekpeuyun or HETu
UBUCKBAT Apyru crenmduyny Teparmm.'® 12 TIpu racTpyMHOM M3II0A3BAaHETO HA BUCO-
KM AO3M MHXMOMTOPM Ha MPOTOHHATA momma (oOuyaitHa A03a 10 2-10 AHEBHO) e CTaH-
AApT U e IbPBUYHA Tepanus. [Tpu MeTacTaTyeH MHCYAMHOM HOBOCT € M3II0A3BAHETO Ha
mTOR-unxuburopa everolimus, HO CeralHOTO MEAULIMHCKO AeveHue BKAlouBa CCA u
diazoxide. Camo 50% ot mauyuenTute orroBapst Ha CCA, a epextuBHOCTTa Ha didzoxide
€ MIPEXOAHA, CBbP3aHa C HEXXeAAH! PeaKLuu, 0C00eHo NPy Mo-Bb3PaCTHY MaLueHTH (0b-
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6peuHa AcoyHKLMS, 0TOK).” Maxap 4e OpOST Ha CHOOLIEHNUTE CAyYay BCe Olle € HUCDK,
TIpU M3TOA3BaHe HA everolimus e MOCTUTHAT CYMITOMATHYeH KOHTPOA TPY MALMeHTH C
IPEABAPUTEAHO AEKYBAH TEXDBK XUIOTAMKeMUYEH CUHAPOM.?® ¥ B cphobineHue 3a yeTnpu
TALMEHTH Ce MI0COYBA, Ye AeUEeHNETO C everolimus BOAV AO HODMAaAM3MpPaHe Ha KPbBHATA
3axap ¥ CIMpaHe Ha BAMBaHe Ha TAIOK03a/TabAETKM MAM €HTEPAAHO XPaHeHe; Ae4eHNeTO
€ CBBP3aHO C YaCTUYHI TYMOPHM PeMUCHY, TPOABAKUAN 16 1 29 Mecelia 1 cTabuaHa 60-

A€CT 32 Hall-MaAKO 6 Mecelia Ipu ADYruTe ABaMa maumenTu. Everolimus ce npenopbusa
TIPY METaCTaTU4YeH MHCYAVHOM, KOTaTO € Pe3UCTeHTeH KbM CTaHAAPTHO MEAUKAMEHTO3HO
AedeHne. VI3M0A3BaHETO Ha PAAMOHYKAMAHA TENTHA-PeLieNTOPHA Tepanus ce pyema 3a
aATepHaTVBeH 1300p 3a cuMnTOMeH KOHTpoA. [Tpu 3 Ao 5 maumenTy, Aekysauu ¢ 7’Lu-
DOTATATE, ce mocTurat 4aCTUYHU TYMOPHM PEMUCUNI™, & IPU OTAEAHY CAYYay YCIIEeLUIHO
€ IIPUAOXKEHO CEAeKTUBHO BBTPELIHO AbyeAeyeHne.” ¥

B

6e3 interferon-alfa).

UNHTPAMYCKYAHO, BEAH'B)K HA Y€TUPU CeAMI/IIH/I).

TOCTATUMHOBU AaHAAO3U.

o 3a KOHTPOA Ha CUMIITOMU OT XOPMOHAAHA XuUnepcekpeuus ce npenopbiBa HEOTAOKHO IIPUAOKEHME€ HA COMAaTOCTAaTNHOBY aHAAO3U (C’bC AN

O 3a CcMMNTOMAaTHYHO 00AEKYEHIIe MOXKe Ad ce 06C’b)KAaT AOKOpErmoHaAHU Tepanmnu.

o 3a l'lpO(l)I/[AaKTl/lKa Ha KapIMHOMAHA KpU3a MPpeAU XUPYPruiHa A AOKOpernoHaAHa MHTPAaBE€HO3HA NHTEPBEHINIA Ce IPpenopbiBa NPUAOKEHNE
Ha COMAaTOCTAaTMHOBU AHAAO3U (60AYCH3 NMOAKO)KHA Tepanus UAUu l/lHTpaBeHOSHO).

O 3a KOHTPOA Ha CUMITOMHU ChC COMATOCTATUHOBU AaHAAO3M Ce PENOPhYBA HAYAAHO IPUAOJKEHIE Ha KpaTKoaelicrBama ¢popma (octreotide — 100
Mmcg NOAKOKHO ABa-TPH ITBTU AHEBHO) 32 EANH-ABA AHU C POCAEABAILO PEeMUHABaHe Ha 6aBHOOCBOOOKAaBawy ce octreotide LAR (20-30 mg

o le/l ANIICA HA ed)el('r OT COMAaTOCTAaTHOBY aHAAO3U Ce MpenopbiBa AedeHue C interferon—alfa — CAMOCTOATEAHO UAU B KOMGI/IHa].WIH CbC COMa-

TOpHA Tepanus.

o CAeA HeycCneX OT CTAHAAPTHO Ae€YeHVe 32 XUIMOTAMKeMYA IIPY MeTaCTaTU4eH NHCYATHOM Ce IIpenopb4Ba everolimus nAu papuonenTuA-penen-
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I 5.2. CUICTEMHA TEPAIIMA ITPY BPOHXOITYAMOHAAHU U
TUMYCHI HEBPOEHAOKPVHHU TYMOPU
Aumumop Kares

>

CucmemHa mepanus npu OPOHXONYAMOHAAHU HeBp cpunnu mymopu (HETu).
CucmemHa mepanus npu A0KaAHa 60ec. AVIIICBAT SICHU AOKAa3aTEACTBA OT PAHAOMMU3MpA-
HI UBIUTBAHNSA, IOPAAM KOETO CTAHAAPTUTE Ce OCHOBABAT HA PETPOCIEKTUBHY CEPUMI UAU
omycaHus Ha caydan. He e Ao00pe aedpuHmpaHa poAsiTa Ha CAeAONepaTHBHATA (AAIOBAHTHA)
XuMuoTepanys npu mauuentu ¢ rymopu pT'1-3 NO-1 MO." ITo npaBuao T ce mpealprema
camo npy arunuyeH KapuuHoup B crapuit II-IITA u ce mpoBexaa mo craHpapTi 3a Aped-
HOKAeTb4YeH 6eA0ApOOeH KapLiIHOM C YeTUpy UUKbAQ cisplatin (carboplatin)/etoposide.*

CucmemHa mepanus npu Hepe3eKmabuiHa Uiy Memacmamu4Ha boiecm. AUICBAT Cb-
IIeCTBEHN AOKA3aTEeACTBA 33 Hail-4eCTO M3MOA3BAHM AEKAPCTBEHY PEXMMIY IIPY MaLMeHTN
cbe crapuit I1IB/IV; peTpocneKTBHY aHaAM3M IIPENOPBUBAT TbPBA AUHMA C LIUTOTOKCUYEH
AyOaer cisplatin (carboplatin)/etoposide.” TpetupateTo Ha GYHKLMOHAAHY TYMOPH C TEXKIM
CUMIITOMM TIOCPEACTBOM OMOTepamusi CbC COMATOCTATHHOB aHaAor (octreotid LAR 20-30
Mg VHTPAMYCKYAHO Ha BCEKM YETUPU CeAMULIM) TAloC interferon-alfa (3-9 mUI mopKkoxHO
TPUKPATHO CEAMIYHO) BOAM AO YacTM4eH 0TToBop B 5-10%, crabuana 6oaect — B 30-50% 1
nopobperne Ha cummnromute — B 40-60%." 3 Ipu crapmit 1B ¢ mosuTnBHA comarocTaTuH-
pelLienTopHa CUMHTUIPadust MAM CUMITTOMM Ha KapLIMHOMAEH CIHAPOM Ce 00CBKA IIPOABA-
XXUTeAHA OMOTepanus CbC COMATOCTATHHOB aHAAOT (octreotide LAR).* B mOArpymnos aHaAmus
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Ha paHpaomusypato dasa III maarebo-konTpoanpauo usnursane RADIANT-2 nmayuenTy ¢
MeTacTaTnyeH 6eaoApoben KapuuHoua, AekyBaru ¢ mTOR-unxuburop everolimus (10 mg
[IEPOPAAHO AHEBHO) TAIOC octreotide LAR, TOKasBaT AOCTOBEPHO YAbAXXaBaHe Ha IPEeXN-
BsIeMOCTTA 0e3 MpOrpecysi CIpsiMO CaAMOCTOSITEAEH COMATOCTATMHOB aHaaor (16.4 cpey
11.3 mecetja, p = 0.026).° PeTpocriekTnBeH aHAAM3 BbPXy MeTacTarnyHy nankpeack HETu
(MD Anderson Cancer Center) cpobuiaBa 3a crerneH Ha 06eKTuBeH 0TroBOp 39% cAea mpu-
AOXeHVe Ha Tpumaet streptozocin/S-fluorouracil/doxorubicin” B apyra perpocmexTusHa
cepysi IPY METACTATUYHY TTAHKPEACHN HEBPOEHAOKPUHHY KapLMHOMY Ce MIOCTUTA CTeNeH
Ha 00exTiBeH 0TroBOp 70% 1 CpeAHa MPeXuBsIeMOCT Oe3 mporpecusi — 18 mecewa mpu Kom-
Ounawis Ha temozolomide/capecitabine.®

Cucmemna mepanus npu mumychy HETy. AaHHuTe 3a NpUAOKeHMEe HA XMMMOTePAIus
TPV TUMYCHY KapLiMHOMAY Ce OCHOBABAT HA MAAKO OIIMCaHMs Ha caydan. Cpobuiasar ce pas-
AVYHM CTOJMHOCTY HA ITOKa3aTeAUTe 3a TepaneBTdeH 0TroBop.! Xumuorepanus ce Ha3Ha-
YaBa CAeA HeITbAHA Pe3eKLys U Ha I'bPBa AMHUSL [IpY MeTacTarnyHa 6oaect. [Tpy aTunmyen
KapLVHOMA Ce CUMTA 32 YMeCTeH AyOAeTsT cisplatin (carboplatin)/etoposide.® B cayyau Ha
IIporpecupalja MeTacTaTuyHa 60AeCT 3a 1360p Ha BTOPA AMHILS MOXKE AQ Ce U3II0A3BA MOHO-
Tepanusi C LIMTOTOKCUYHM areHTH (capecitabine, dacarbazine, S-fluorouracil, interferon-alfa,
temozolomide) van TaprerHa tepanus ¢ mTOR-unxuburop everolimus (10 mg mepopasHo
AHeBHo).* Capecitabine uau S-fluorouracil morar Aa ce U3IOA3BAT 3a paAMOCEHCUOMAM3ALNS
TPV MALMEHTH C HEITbAHA PE3eKLINs], TOAAEXKAILM Ha AbYeAedeHye.*
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B O Caep Xupyprus Ha aTunuyHu OpoHXomyAMoHaAHM KapuyHouau B crapuii II-IIIA ce nmpemopbuBa aproBaHTHa Xummortepanus c cisplatin
(carboplatin)/etoposide.

O Ilpu Hepe3eKTaOMAHY M METACTATUYHY GPOHXONMYAMOHAAHMU KapPLMHOMAY Ce IPeNopbuBa I'bPBa AMHIS XumMuorepanusi ¢ cisplatin (carboplatin)/
etoposide.

O Ilpu Hepe3eKTaOMAHM M METACTATUYHI OPOHXOMYAMOHAAHM KapLMHOUAM, IIPOTPECHPAAN Ha NIPEAIIECTBAILA Tepanus, Ce IPENnopbyBa KOMOu-
HUPaHO NpUAoXKeHMe Ha everolimus (10 mg AneBHo) u octreotide LAR (30 mg Ha ueTupu cepAMuiu).

O IIpu GpOHXONMYAMOHAAHM U TUMYCHU HEBPOEHAOKPUHHI KapIMHOMM Ce NpenopbyBa Xummnorepanus c cisplatin (carboplatin)/etoposide.

8 IlpoasrxuTeaHa 6uorepanus ¢ octreotide LAR (30 mg Ha ueTupu ceAMUIM) ce MPenopbYBa MPU HEPe3eKTAGMAHM I METACTATHYHN GPOHXOIYA-
MOHAAHU KapIUHOUAM C IO3UTUBHO COMATOCTATHH-PELENTOPHO N300pa3siBaHe 1/MAM CUMITOMY HA KAPLUHOMAEH CHHAPOM.

O Ilpu GyHKymOHMpaImy Hepe3eKTaGUAHM U METACTATHYHU OPOHXONMYAMOHAAHM KapIMHOMAM MOXKe AQ ce 00ChKAQA KOMOMHUPAHO AeYeHue C
octreotide LAR (20-30 mg Ha Bceku yeTnpu ceAmMuuu) nakoc interferon-alfa (3-9 mUI TpukparHo ceAMUYHO).

O Ilpu Hepe3eKTaGMAHN U MeTAaCTATHYHI OPOHXOMYAMOHAAHN KapIMHOUAM MOXKe AQ ce 00CHKAAQ IIMTOTOKCHMYHA MOHOTepanus ¢ capecitabine,
dacarbazine, 5-fluorouracil, interferon-alfa, temozolomide.

O Ilpu HemrbAHA pe3eKLys U MeTacTaTHYeH aTUMNYeH THMYCeH KapLIHOMA Ce MPenopbyBa 'bPBa AUHISA XuMuoTepamnus ¢ cisplatin (carboplatin)/
etoposide.

O Ilpu nporpecusi Ha MeTACTaTUYeH TUMYCEH KapIMHOUA MOXe AQ ce 00CHKAQ BTOpA AMHHS LUTOTOKCUYHA MOHOTepamus c capecitabine,
dacarbazine, 5-fluorouracil, interferon-alfa, temozolomide.
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I 5.3. CUCTEMHA TEPAIIVA ITPY TACTPOEHTEPOIIAHKPEACHU
HEBPOEHAOKPVIHHU! TYMOPU
TIaruna Kypmesa

TacrpoeHTeponaHkpeacHnTe HeBpoHAOKpuHHN Tymopu (HETu) ce pasanuasar 1o 6moao-
TMYHY M KAVHUYHU XapaKTePUCTUKY, BKAIOUUTEAHO U O OTTOBOPA CU KBM AeKapCTBEHa
tepamst.' [To3HaBaHETO HA TYMOpHATa OMOAOTMS YBEAMYaBA Bb3MOXXHOCTHTE AQ Ce Tapre-
TUPAT AePeryAupaHy curHaauu moruma npy HETu.

Buoroeuuna cucmemua mepanus. Tlosede ot 70% ot HETu excripecupar B pazanyHa cre-
TTeH COMATOCTATMHOBHU PELIeNTOPH (IO-PAAKO PV MHCYAUHOMM U TPV HUCKOAUGbEPEHLIMpaH
Tymopu). CHHTETUYHITEe COMATOCTATMHOBM aHAAO3M MOTAT AQ OBAAT MPMAAraH! CHCTEMHO
oA Qopma Ha OBP30 AeMCTBALIA IOAKOKHA MHKEKLS (octreotide) 11 ABATO AEVICTBAILM Ae-
no-nmkekyuut (octreotide LAR u lanreotide Autogel). Octreotide, npuaaras B A03u ot 100-600
MCg AHEBHO B 2-4 alIAMKALMH, OCUTYDPSBA CUMIITOMATIYEeH OTTOBOP B A0 60% 1 OuoxummaHm
0TroBopu B A0 70% OT matmeHTuTe.” AOI'bAHUTEAHA [TAAMALS HA CUMIITOMATIKATA MOXKE AQ
6bAe MoCTHUrHATa Upe3 MprbaBsiHe Ha APYTY HapMAKOAOTMYHI CPEACTBA: MHXMOUTOPY Ha ITPO-
TOHHATA ITOMITA [PV racTpUHOMM U diazoxide mpu nxcyArHOMY. HAKOAKO Hay4HM TPy AOK-
AQABAT 32 AHTUIIPOAVI(EPATNBHA aKTYBHOCT HA COMATOCTATHOBITE AHAAOBM*: AOCTOBEPHO
HaMaAeHMe Ha TYMOPHa Maca e HaOAIAABaHO MpH MTOA 5% OT cAyyaute.® Pesyaratu ot mpoyd-
BaHe PROMID paBar ocHOBaHMe Ad ce CMATA, Ue Te HAMICTMHA MMAT aHTUTYMOPHA aKTUBHOCT
u octreotide LAR ce oxasBa epeKTyBeH KaKTo Mpy GYHKLMOHMPALIM, TAKa 1 TIPU HePYHKLIMO-
nupauy HETu. TIpyu 6aBHO HapacTBalLy TyMOpY MMYHHATa MOAyAaLus ¢ interferon-a (IFNa),
TIPUAATAH TIOAKOXKHO B A03M, Bapupauy MexAy 3 1 9 mU, 3 A0 7 AHM CEAMMYHO, MHAYLIMPA
oTroBopi B A0 50% o marmeHTuTe. Taka HapeueHnTe IPAHINYHN TYMOPH, AOKA3aH! XUCTOAO-
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TMYHO KaTO BUCOKOAM(epeHIMpaH GeHOTHII, HO C yMepeHo noBuieHn HuBa Ha Ki-67 ot 2 a0
15%, peACTaBASIBaT BCe Ollie HepaspelleH TeparneBTiyeH npobaem.”

Cucmemna mepanus cnoped mymopHume xapakmepucmuku. TyK e BOXHa CTeIIeHTa Ha
TYMOpPHa AM(epeHLmaLis, KOSITO CAYKH 3 OIIPEAEAsIHe Ha IPOTHO3aTa 32 XOAA Ha boAecTTa
Y BEPOSTHOCTTA 32 OTTOBOP KbM OTAEAHNUTE LIUTOTOKCUYHY pexxumu. CTeneHTa Ha TyMOp-
Ha mpoAndepauusi, oterena upes Ki-67 MHAEKC, ChIO MOXKeE A MIOATIOMOTHE 3a U360p Ha
AedeHe.® AHAIAQCTUYHNTE [IAHKPEACHN TYMOPH C BUCOK mpoAndeparuseH nxpekc (Ki-67
> 20%) u HuUCKa CTeneH Ha AnQepeHLmaLs Morar Aa 6bAar mo-uyscrBurearn. Tymopu ot
TOPEH OTAEA Ha TaCTPOMHTECTMHAAEH TPAKT (B YACTHOCT MAHKPEACHM) Ca C Hail-TOASIMA Be-
POSTHOCT 32 OTTOBOP K'bM KOHBEHLIVIOHAAHA LIUTOTOKCIYHA XMMIOTEePaIisi; TYMOPHU OT Cpe-
A€H OTAEA Hall-4eCTO Ca C HUCKA CTeleH Ha IPOAMQEPLIVS U IPY TSX AeYEeHUETO AABA KPATKU
TI0 IIPOABAXKUTEAHOCT 0TrOBOpY (110A 10% OT nauueHTuTe).

MoHoxumuomepanus. PasavuHy HAyYHN KOAEKTUBU AOKAGABAT, Ye C HUTPO3YPEIHOTO MPOM3-
BOAHO streptozocin (STZ) ce mocTurat 3HaIMMI KAVHIUYHY TIOA3Y TPV OTIPEACAEHI TTALIEHTH C
natkpeacin HETu. CpobijaBa ce 11 op0OGpeHNe Ha XUITOTAMKEMITYHIUTE eMU30AU U TYMOPHOTO
HaroBapBaHe. EdexrusHocTTa Ha MoHoTepanst ¢ S-fluorouracil (5-FU), dacarbazine (DTIC) u
doxorubicin ce oxasBa AOCTa CKPOMHA. BbBeAeHITe 1M0-HACKOPO LIMTOTOKCUYHY MeAMKaMeH-
TH He AOKa3Bar I0-BMCOK 0TroBop. ITpoyusate dasa II Ha paclitaxel noxassa crerneH Ha 0Tro-
Bop o 8% npu 24 matmenTa ¢ HETu."” Aannure 3a docetaxel'®, temozolomide®, capecitabine™,
gemcitabine® v topotecan™ 1oxasaBar, e Te3)t MEAVKAMEHTI! He Ca aKTVBHI KaTO MOHOTEpAIisL.

Kombunupara xumuomepanus. B npoyusare na ECOG ce kombunupar STZ u 5-FU; cpaBHe-
Ha ¢ MoHoTepamus ¢bc STZ, kombunauusta STZ/5-FU mopo6psiBa crernenTa Ha 0TTOBOp OT
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36% Ha 63%, ¢ MO-TOASIMA IIPOABAXKUTEAHOCT Ha OTTOBOP U npexussieMmoct.!! Capecitabine,
KOMOVHMPaH ¢ oxaliplatin, moctura creneH Ha 06eKxTVBeH 0TroBOp B 30%, CTEreH Ha 0110X1-
MMYeH 0TroBop — B 20% M CTeneH Ha CUMIITOMATHYeH 0TroBop — B 50% npu 27 maumeHTa ¢
HETu."”? Temozolomide B xoMOHALMSI C QHTMAHTMOTEHHIST M UMYHOMOAYAUpaL thalidomide
MOCTHUTA CTereH Ha oTroBop B 45%."> AokaaaBaHu ca AaHHM, de temozolomide moxassa in
Vitro CHeprusbM C capecitabine, Boaell AO IO-BICOKA CTETEH Ha alloNTo3a. 3a Tasn KoMou-
HaLyst e CboOIIeHa BIIeYaTAsIBALLA CTENIeH Ha OTrOBOP 0T 71%, HabAKAABaHA [IPY MTALMEHTH
¢ maHkpeacHn HETu."*'

Humomokcuuen reueber nooxod npu ananiacmuqny HETu. Kombunauusra ot cisplatin n
etoposide ce M310A3Ba IMPOKO MpY TauyeHTH ¢ HucKoaudepenyupar HETu cbe crenen
Ha 0TroBOp 0T 67%.' HoBM xuMuoTepaneBTYHN KOMOMHALMM, TECTBAHY TIPY Ta3y IPYIIa,
BKAKYBAT irinotecan/cisplatin' v paclitaxel/carboplatin/etoposide.”*

Texyuwsu npoy4saHus ¢ xumuomepanesmuyl. HsIKOAKO KAMHIUYHYM MPOYYBAHUS MBCAEA-
BAT PaHHA AKTMBHOCT Ha LUTOTOKCUYHA Tepamysi B KOMOMHALMA C APYTM LMTOTOKCHYHM
MAM MOAEKYASIDHM TapreTH! MeAvKaMeHTH. B paHaomusupano ¢dasa Il mpoyusarne NETO1
Ce CpaBHSBAT ABa XVMMIOTepaneBTHYHU pexxuma (capecitabine/STZ wn capecitabine/STZ/
cisplatin) nipu Heomepabuanu meracraruyin HETu, mpousxoxkaauiy oT ropHara 4acT Ha
XPaHOCMMAQTEAEH TPAKT 1 MTAHKPeac.

Tapzemnu mepanuu. A\Be KA040BY AedeOHY CTpaTeruy ce npuaarar ycrneuto: (1) moxo-
KAOHaAHM QHTUTEAQ, ATAKYBALIY ClIeLUpIYeH AUTaHA AY PELienTop, 1 (2) MaAKM MOAEKY-
AM (TMPO3UH-KMHA3HM MHXUOUTOPY), OAOKMPAILM CEAEKTMBHO aKTUBHOCTTA Ha eAHA MAU
HSIKOAKO TUPO3UH-KuHasu. [Tpu npuaoxenne Ha sorafenib (BRAF-kunasen nuxuburop) ce
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AOKAABAT CTeIleH! Ha 00eKTUBEH OTIOBOP caMo B 7% 1pu KapuuHOUAM 1 11% rnipu naHkpe-
acin HETu." Apyr myatutapreren areut sunitinib (c aktusHoct cpemy ¢ VEGFR 1, 2 1 3,
PDGFR a u b, KIT u RET) nocrura Hucka crerneH Ha otroBop (17% oT mayueHTHTe € NaH-
kpeacurt HETu) BpB dasa II mpoyusane.”’ Ob6aue sunitinib moctura 3Hadumo MoA0OpeHne
Ha CpeaHa npexxuBsieMoct 6e3 nporpecust — 11.1 cpeuy 5.5 mecewa mpu naaue6o. Imatinib
(vHXMOMPpal] HAKOAKO TMPO3MH-KiHa3M, BKA. Ber-Abl, PDGFR a n b n KIT) nokassa po-
Opy IPEAKAMHUYHI AQHHU. AHTMAHIMOTEHHUST TUPOSUH-KUHASUH UHXUOUTOP pazopanib,
nuxubupaiy VEGER 1, 2 n 3, c-kit u PDGFR, ce u3scaeaBa BB dasa II mpoyusane npu ma-
1menty ¢ aBaucupaan HETu. Viuxuburopsr Ha mTOR everolimus (RAD001) semoHcTpupa
IpeKbcBaHe Ha mpoAndeparpaTa Ha KaeTpury AnHuy or HETu 1 mopmomara mpouecure
Ha aronTo3a in vitro.”' OlieHeH e 1 B KOMOMHALWSI C Aetio octreotide BB dasa Il mpoyuBane
(US-52) mpu 60 marmenTa ¢ HETu: yacTudeH otroBop e HabAoaaBaH npu 17% ot mameHTn
¢ kapuyuHouA 1 27% — ¢ mankpeacin HETu.”? B npoyusatero ¢asa II (RADIANT-1) ce oue-
HsIBA everolimus KaTo CaMOCTOSITEAHA TePANVs MAM B KOMOMHALWS C A€TIO octreotide nipu
MalMeHT! ¢ aBaHcupaau naHkpeacHu HETu, nmporpecupaan Ha mpealecTBalia XMMuUoTe-
panust. AoGaBSHETO HA COMATOCTATUHOB AHAAOT BOAM AO IO-TOASIMA CTEIIeH Ha KOHTPOA Ha
6oAecTTa (HaMaAsIBaHe Ha TyMOPHIs 0beM 1 mocTuraHe Ha cTabuana boaect) B 84.4% cpeiyy
77% nipu MoHoTepamust. OTunTa ce MoA0OpsiBaHe Ha CpeAHa IIPEXXUBAEMOCT 6e3 porpecyst
cpe 7 mecena (16.7 cpemy 9.7 mecenja).” B panaomusupano dasa Il npoyusarne RADIANT-3
ce AOKa3Ba, 4e ACUYEHMETO C everolimus yABOsIBA CPEAHATA IPEXMBSIEMOCT 6e3 mporpecus
(11.0 cpemy 4.6 Mecewa) B cpaBHeHye ¢ naare6o.* KeM HacTosmpys MOMeHT everolimus e
BBB (hasa Ha IpoyuBaHe B KOMOMHALMY C LuTOCTaTULM (femozolomide) u Apyru TapreTHu
Tepanuu (sorafenib u erlotinib).
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O AeyeHue C HUTOTOKCUYHY MEAMKAMEHTH He Ce MPenophbyYBa NPy raCTPOEHTEePONaHKPeacH! HeBpOeHAOKpuHHY TyMopu (G1-2), Ho e cTaHAApT B
TepanusATa Ha NAHKPEaCH!U HeBPOEHAOKpUHHY KapuuHomu (G3).

O Ilpu Hepe3eKTaOUMAHM M METACTATHYHI TACTPOEHTEPONAHKPEaCH! HeBPOEHAOKPUHHY TYMOPH Ce NMpenopbyBa MOHOTEpANus ¢ capecitabine,
dacarbazine, 5-fluorouracil, temozolomide.

O Ilpu racTpoeHTepONaHKpeacH! HeBPOEHAOKpHHHM KapuuHomu (G3) ce mpemopbuBa LMTOTOKCHMYHA Tepamusi c cisplatine (oxaliplatine)/
etoposide.

O Ilpn npoAynmpamy ¥ HEMpOAYLMpAI racTPOEHTEPONAHKPEACH! HEBPOEHAOKPMHHM TYMOPM Ce IpenopbyBa KOMOMHMPAHO AeYeHMe C
octreotide LAR u interferon-alfa.

O Ilpu Hepe3eKTaGMAHI U METACTATUYHU MAHKPEACHU HEBPOEHAOKPUHHM TYMOPY, IPOTPECUPAAM Ha MPEAIIECTBAIIO A€YEHIIE, Ce MPENopPbYBa
AeveHne c everolimus (10 mg AneBHO) uAu sunitinib (37.5 mg AHeBHO).

O Ilpu Hepe3eKTaGUAHM MAU METACTATUYHI KOAOPEKTAAHM HEBPOEHAOKPMHHI TYMOPH, IPOIPECHPAAN HA MPEALIECTBALIA TEePamysi, Ce Mpero-
pbuBa KOMOUHIPaHO NpUAOKeHUe Ha everolimus (10 mg AneBHO) u octreotide LAR (30 mg Ha 4eTupu ceAMumnm).

<\, | M360pem na cucmemna mepanus npu eacmpoenmeponankpedacnu HeBpPoeHOOKPUHHU MYMOPYU Mps6Ba 0a ce 0CbULeCHBABA UHOUBUOYALHO 34
- @ — | Bceku nayueHm 8»3 0CHOBA HA BHUMAIeAeH AHAAU3, BKAIOYBAWY, KAUHUYHU HPUSHAYU, XUCHIONAMOA02UHeH HOOMUHN, KAUHUYEH CIAOUIL i XOpMO-
HAAHA AKIMUBHOCHL
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Knuanyuxo PBKOBOACTBO, OCHOBAHO Ha A0KA3aTEeJICTBa / HaumoHnanex EKCTIepTeH 6op,u

n ADBYEAEYEHUNE

I 6. \bYEAEYEHVE ITPV BPOHXOIIYAMOHAAHU I TUMYCHI
HEBPOEHAOKPVIHHII TYMOPU
Tamsana Xaowuesa

ITporHosara 1 MPeXUBSIEMOCTTA IPY OPOHXOIYAMOHAAHM U TUMYCHYU HEBPOEHAOKPMHHY
tymopu (HETu) ce ocHoBaBa Ha obumpHa 6asa-panuu va SEER B CALIL!

Awyereyenue npu 6ponxonyimonaruu HETu. 3a XCTOAOTMYHO BepuduipaHe Ha TOpa-
xaaun HETu ce usnoassa mocaepHara kaacuduxanyst Ha CBeTOBHATa 3ApaBHA OpraHu3a-
st (WHO) ot 2004 1.2 B crapupaHeTo ce mpernopbyBa MoAubuIpaHaTa KaacuduKarys
Ha AJCC ot 2010 r., KOsITO OTpa3siBa MPOTHO3aTa U HACOUBa K'bM AedeHue.’ Bopeny AeuebeH
METOA € XUPYPIUATa, @ AbYEACHEHIETO MIMA MHAVKALIMM B 3aBICHMOCT OT XMCTOAOTMYHNUS
BUA U cTaAMs Ha boAecTTa.*

CaedonepamusHo rvyeseyenue. Ilpes nepuosa 1976-2006 . B AuTeparypara ChliecTBy-
BaT Npoy4YBaHus Ha 0KOAO 2000 malyueHTH CAep CaMOCTOATEAHO XMPYPIMYHO AedeHue
B cepun ot 50-300 60anu.*” Hait-roastm 6poit (300-400 60AHM) aHAAM3MpAT AATCKU-
T€°, SIMOHCKUTE® U MCTIAHCKUTE' MPOy4BaHus. [Py TUIIMYEH KapLUMHOMA METTOAMIIHATA
npexuBseMocT e 90-95%, npu arunuyeH kapuuHoup — 50-80%, a mpu eAPOKAETbYEH 1
ApebHOKAeThYeH HeBpoeHAOKpuHeH KapuuHoM (HEK) — 13-50%. Hsama cepun, B xouto
OTAEAHNUTE XCTOAOTMYHY TOABMAOBE AQ Ce aHAAUBUPAT OTAeAHO. OCHOBEH MPOTHOCTH-
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4eH (HAKTOP € XMCTOAOIMYHATA AMdepeHLmaLNs, a AOI'bAHUTEAHN HETATVBHY IIPOTHOC-
TUYHU U IPEAVKTVIBHYU KPUTEPUH Ca HEPAAMKAAHOCT Ha OTepalysi, HAAMYMe Ha [TapaHeo-
MAACTUYHU CUHAPOMM, HallpeAHaAA Bb3PACT, MbXKus moA.> *” Haanumero Ha MeTacTasu
B PErvOHAAHM AMMQHM BB3AY NPV TUIMYEH KAPLMHOMA He Ce 0TPa3siBa Ha pe3yATaTUTe
OT CAeAOTIePATUBHO AbyeAedeHye. B mo-roasma cepus ot 206 60AHM IpU papMKaAHa
Xupyprus B ctapmit I ca ycraHoBenn camo 6% AokaaHu 1 7% AaAeYHM PeLMAUBY Ha 60-
AectTa. B mpoyuBane Ha Gould, et al. BbpXy 87 60AHM AOKOPETMOHAAHM PELMAUBHU Ca
AOKYMeHTMpaHu B 6% mpyu TumudeH u B 17% mpu aTunudeH KapuuHoua. Ilanmenture ¢
6ponxomyamonasnu HETu ¢ ymepeH 1 BUCOK MaAMTHEH MOTEHLMAA U C AMMHM MeTac-
Ta3y, MHBA3UA B ChCEAHM CTPYKTYPU 1 R2 pe3eKins MMaT BICOK PUCK 32 AOKAAHN 1 Ad-
Aeuny penyausu.’ Avuesedernero Ha epApokaeTpunust HEK caepBa aaropurpma Ha Ae-
JeHne Ha HeApeOHOKAeTbueH 6eAoapobeH KapiuHoM. [Topaau HICKaTa 4eCTOTa Ha TO3M
TYMOp AMIICBAT PAaHAOMM3MPAHM IPOYYBAHUS 32 AAIOBAHTHO AbYEAEUEHVE U AAHHUTE
ca OT MaAKM PeTPOCIEKTHBHY cepun. B AOKAaABaHNTe HEEAHOPOAH CEpUM Ce OMUCBAT
0O0AHM C PasAMYHA CTeIeH Ha TYMODHA arpeCMBHOCT M C pasAuyeH 6poit AuMQoreHHu
MeTacTasy. Hampyumep B uTaanancka cepys oT 56 maLmeHT BCUYKM MHAMBUAN ¢ N+ mo-
AyYaBaT AbYeAeyeHle, He3aBICUMO OT HAANYMETO Ha AOKOPETMOHAAHM pelAnBiL. [let-
FOAMIIHATA 001 MPEXMBIEMOCT 32 TUIMYEH KapuuHoua € 93% u 73% — 3a aTumudeH
KapLMHOMA, EADOKAETDYEH U APeOHOKAETDYEH HEBPOEHAOKpMHeH KapiuHoM.’ [Toeve-
TO MaLjMeHTH, IOAYYM AbYeAeyeHMe, ca C HepapuKaAHa omepanus — R2 pesexums u N+.
VsBectHo e oT MeTa-anaanza PORT mnpu HeppeOHOKAeTBUEH OEAOAPOOEH KapLUHOM,
4e CAeAONepPaTUBHOTO AbueAeyeHnue mpu crapuit NO u N1 uma HeraTuseH edekt BbpXy
obuara npexussieMoct (7%) u He ce npenopbysa.'’ VIBBOABT OT Te3u peTpoCIeKTUBHY
[POYYBAHS €, Ye IPY PAAMKAAHO OTIePUPAHY TUIMYHY KAPLIHOMAY CAEAOIIEPATIBHOTO
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AbYeAeveHMe MMa He3HAYMTEeAHA POAS. BUABT Ha peuUMAMBUTE M NPAKTUYECKUTE Mpe-
MOPBKYM Ha aBTOPMTE HACOUBAT KbM IOTEHIIMAAHA TT0A3a 32 TOAOOpPsABaHe HAa AOKAAHUA
TymopeH KOHTpoA nipu HETu ¢ ymepeHa 1 BucoKa CTeneH Ha MaAMTHEHOCT.

AepunumusHo rvuesereHye. 3a IPUAATAHETO MY TIPY HEOTIEPAOMAHM U Hepe3eKTabuA-
Hu 6ponxonyamonasin HETu uma maako nmybankauum. foaemu yenrpose B CAL nmar
npoyuBauus BbpXy 240 60aHu npes 1995 1. ¢ p03u 39-55.8 Gy. O6CbKAAT Ce caMo ea-
HiaHY edeKTy mpu oTAeAHy 6oanu.! B mo-HoBa cepust Ha Dana-Farber Cancer Institute
Ce MPUAAra eAHOBPEMEHHO AbYEXMMIOAEYEH e IPU eAMHIYHY 60AHM B cTaamit [IIA-B,
KOETO € C'bC 3HAYMTEAHO [O-CKDOMHIU PE3YATAaTH OT Te3U IPU ADeOHOKAeTbYeH Geao-
ApobeH KapuHOM. HeoOX0OAMMI ca HOBYM MYATHLIEHTPUYHI U3CAEABAHNS 33 AOKA3ATEA-
CTBeHaTa MeAulMHa,

TaruamusHo Avyereqerite. AAHHUTE 32 HETO Ca CHLIO OT MAAKYU CEPUU, HO 3HAUUTEAHO
I10-KaTerOPMYHY Ca PEe3YATATHUTE 3a [I0A3aTA MY IIPY HEONIEPAOMAHM U Hepe3eKTabuAHM
6pouxonyamonasnu HETu. Oxoao 80% oT maimeHTTe NMAT eeKT OT AbueAedeHNe.
VIHAMLMPAHO € TPV MeTaCTaTUYHU A€3UM Ha KOCTH, KOXa, yepeH Apo6 u Ap.* CbBpeMeH-
HUTE AbYeAedeOHM TeXHOAOIMYM M3TBKBAT epeKTa Ha PAAMOXMPYPIMYHUTE METOAM 3a
MAAMATVMBHO AbYeAedeHNe, BMECTO XUPYPIVS IPY TaKUBA PEAKM AOKAAU3ALMU KAaTO Me-
TacTasy B yBesi, XOPOMAAAEH MAEKCYC, Xunodusa, rpbOHaYeH MO3DK, LleHTPaAHA HEPBHA
cucrema.

Avuereuenue npu OpebHOKAembHeH OPOHXONYAMOHAACH HEBPOEHOOKPUHEH HYMOp.
MeToABT U3ITbAHSBA BaXHA POAS NPM OTPaHMYEH CTaAuil Ha 6oaecTTa. MeTa-aHaAu3
BbpXy 2000 60AHNM AOKa3a, Ye 0OABUBAHETO HA MIbPBUYHNUA TYMOD M MEANACTUHAAHUTE
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MeTacTasy HaMaAsBa AOKaAHUTE peLyAMBY C 25-30%, K0eTo BOAM A0 5-7% moBuiIaBaHe
Ha ABETOAMIIHATA MPEXMBIEMOCT B CPABHEHIE C MALMIEHTH, AEKYBAH!) CAMO C XMMMOTe-
pamust.” Bee olre nMa pepuiia HepeleHy BbIPOCH: ChUeTaBaHe Ha AbYeAedeHIe C XUMU-
orepanus (eAHOBPEMEHHO VAN IIOCAEAOBATEAHO), BpEMe 32 BKAIOUBAHE HA AbUeAedeHIe
(cAaep ITBPBU-BTOPYU MAM CAeA LIECTH LIMKDBA), TOAEMMHA HAa KAMHMYEH MUIIEHEH 00eM
(0beM Ha ITPPBOHAYAAEH MAV HA HAMAA€H CA€A XMMMOTEPAIMs TYMOp), A03u U dpak-
LuoHMpaHe. PaHAOMM3UPAHM TIPOYYBAHMS AOKA3BAT, Ye NPY MALMEHTH C OrpaHmyeHa
00A€CT ADUEAEUEHNETO CACABA AQ Ce TIPUAOXKMU CAeA BTOPY LMKDA. SImoHCKa rpyma mpo-
y4Ba pasAMKaTa MEXAY €AHOBPEMEHHO 1 IOCAEAOBATEAHO IPMAAraHe HA AbUeAeYeHNe
M XMMMOTepANys IpY MaLeHTy ¢ orpaHundeH crapmit.* Eano ¢asa Il panaomusupano
npoyuBaHe Ha HauuoHaauust pakos nHcTuTyT Ha Kanapaa poxasBa, ye 60AHMTE C AbYe-
A€YEeHNEe CAep BTOPU KYPC MMAT MOAOOPEH AOKAA€H M CUCTEMEH TYMOPEH KOHTPOA U
[OBHUIIEHA PEXMBIEMOCT, B CPaBHEHME C KbCHOTO MY BKAIOUBAHE CAeA LIECTH Kypc.'
ToBa ce MOTBBPXKAABA ¥ OT CUCTEMEH aHaAu3 Ha Fried, et al.'® Apyr MeTa-aHaAu3 AoKas-
BA, Y€ PAHHOTO €AHOBPEMEHHO ABUEXMMIOAEYeHNUe C cisplatin moBuIIaBa ABe- ¥ T€T-
FOAMIIHATA MPEKMUBIEMOCT (HUBO HAa AOKa3aTeACTBEHOCT A).” DpakuyMoHMpaHETO Ha
ABYEAEUEHNETO € APYT 00eKT Ha mpoyuBaHe u npotusopeunsi. ECOG/RTOG cpasHsiBa
AbYeAeUeHNEe C eAHa AHeBHA dpaxuus A0 45 Gy ¢ ABe AHeBHU QpaKLuy, 3a TPU UAK MET
ceamuLyt: epeKTBT Mpy XunepPppakLyOHIPAHOTO AbYEAeYeHIe € II0-BICOK, HO YeCTOTa-
Ta Ha AbYeBM e30daruty cTeneH 3-4 e 3HaunTeAHO nosuieHa. CpepHaTa IPEXUBIEMOCT
e 23 cpemy 19 Mecela, a MeTroAMIIHATa NpexxuBieMocT — 26% cpeuty 16%.' TTopapu
pasanyHaTa 6moAornuHa eeKTUBHOCT Ha A03a OT 45 Gy, AaAeHa B pasAMyeH CPOK, €
IIAQHMPAHO HOBO NMPOYYBaHe, Mpy KoeTo 45 Gy ABa MbTY AHEBHO ce cpaBHABAT ¢ 60-70
Gy B eAHOAHeBHA dpaxuyst. [oAsSM TexHnuecku IpobaeM e 00ADYBAHETO HA MALMEHTH C
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ABYCTPAHHM MEAMACTUHAAHM METACTAa3! U ABYAHEBHU (QPAKLUM ITOPAAM BKAIOUBAHE HA
654 Apo6 B roasm obem. TpyaHa e u ceaexuuaATa Ha 60AHNM 3a XuepPpaKIMOHMPaHe —
caMo ¢ A0OBp MbpHOPMAHC CTATYC U AUIICA HA AMXAaTeAHM IpobAemMu. Apyro npoyupaxe
paByu IPeKbCBaHe [0 CPeAaTa Ha Kypca 3apaAlt AbYeBy e30(aruTi, HO TOBa CHIDKaBa
edeKTUBHOCTTA, HE3aBUCUMO OT TpMAAraHaTa ceHCubuAmsaus c etoposide u cisplatin.
PoroBopcTBoTo Ha NCCN mpenopbusa npu maumeHTH ¢ mppdopmanc craryc 0-2 u
OrpaHMYeH CTAAMI ABYEACUEHNETO A 3ATIOYHE C IIbPBUS MAYM BTOPYS LIMKbA HA XUMMUO-
Tepanust (MAM ABa II'bTU AHEBHO 110 1.5 Gy A0 p03a 45 Gy, nan 2 Gy A0 po3a 60-70 Gy). !+
Tps6Ba Aa ce MPOBEXAQ Upe3 TpUMsMepHa KOHYOPMaAHA TEXHUKA (MAM MOAYAMPAHO 110
MHTEH3UTET), 8 KAMHUYHMAT MULIEHeH 00eM e A00pe Aa ce OTIpeAeAr upe3 paHHa 031~
TPOHHOEMUCHOHHA ToMorpadus ¢ komnTbp-romorpadus (PET/CT).? TTpoduaaxruy-
HOTO KPAaHMAAHO AbY€AeUEHNE € PAasTAEAQHO B PBKOBOACTBOTO 38 KAMHIYHO IIOBEAEHME
npu 6eaoppoben kapiyHom, MOPE 2010.

>

Avyen Hnpu HeBp (PUHHU mymopu Ha mumyc. 3a pazauka ot HETu, Bb3HuK-
BALY B ADYIM YACTM HA TSAOTO, TUMYCHUTE Ca C N0-arPECUBHO OMOAOIMYHO MOBEAEHNME —
YCTAHOBEHO €, 4e 0K0AO 80% ca ¢ BUCOK MaAUTHeH MOTeHLmaA. [TauyueHTnTe 00MKHOBEHO
3arMBaT OT AOKAAEH PELMAUB CbC CUHADOM Ha TOpHA KyXa BeHa VAV C XeMAaTOTEHHO AMCe-
MuHupaHa 6oaect. AokaaaBaHu ca 0610 0koa0 200 cAyyast B iepuopa ot 1966 r. oo 2002 r.2?
Oxoa0 50% ca QYHKIMOHAAHO aKTMBHM 1 Ca CBBP3aHU C EHAOKPUHONIATUM — CUHAPOM Ha
Cushing (33-40%), MHO>XecTBeHa eHAOKpuHHA HeomAasust (MEH 1) — 19-25% (cunapom Ha
Werner), MEH 2 (cuppoM Ha Sipple), HO MHOTO TIO-DSIAKO Ca C SIBAEHMS HA KapLIMHOMAEH
cuHApOM. YcTaHOBeHM ca AMMGHYM MeTacTasy B 8% 0T 75 TUIMYHU KapLMHOMAU U B 36%
OT ATUIIMYHY KapLIMHOVAW; C AeCeT- U METHAMCETTOAMIIHA o01a pexxuBsieMoct ca 93% u
84%, 1 pecr. 52 1 52%.2>% Xupyprusra e MeToA Ha 136op, a crapupasero 1o Masaoka u
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3aABAXKUTEAHA AVM(PAAEHEKTOMMS C OMOIICHSI IIPY OTePALMsl CA HAIl-TIOAXOASILNTE METOAM
3a [IAQHMPAHE Ha CACAOTIEPATUBHO AbyeAeveHue.”

Hait-roasima cepus ot 80 Goauu e pokaapBana ot Moran and Suster 3a 35-ropuineH
nepuop (1960-1995 r.)*: Bcuykyu maumeHTy ca oNepupaHu Karto O6posT Ha MOAYYMANTE
AAIOBAaHTHO AeveHMe He e usBecTeH. [Ipocaepern ca camo 50 60aHn. CpepHarta mpexu-
BSIEMOCT € Pa3AMYHA B 3aBUCHMOCT OT CTEIIeHTa HA MAAUTHEHOCT: IIPM HUCKA CTelleH
Ha MAaAUTHEHOCT IIeT- Y AeCEeTTOAMUIHATA MPeXUBAEMOCT e ¢boTB. 50% u 9%, a npu BU-
COKa CTeleH Ha MaAUTHEHOCT HsIMa IPeXUBsAK 0e3 peLuANB Ha 1eTa ropnHa.”” Apyra
roAsIMa cepys e AOKAQABaHa OT KAMHMKaTa Mayo, KosITo I0Ka3Ba I0-AOLIM Pe3yATATU
¢ meracrasu B 73%, BBIPEKU MPOBEAEHO AbyeredeHye.”® POAsiTa HA AbYeAeUeHUETO
(caepomepaTuBHO, AePUHUTUBHO CbC U Oe3 ceHCuOMAM3Mpal|a XMMUOTEPAINs) He e
YCTQaHOBEHO NOPAAM AQHHU OT MaAKu cepun. IIpu MHBa3us Ha KalcyAa MAM CbCEAHU
opraHu, Koraro uma R1-2 pesexuus, AbueseyeOHaTa AOKTPMHA IPYHLUIIHO M3UCKBA
caeponepaTuBHO obabuBaHe.” B AuTeparypara ca omucanu 135 mayueHTH caep He-
PaAMKaAHa OIlepaLyis M AAIBAHTHO AbYeAeYeHNUe U XMMMUOTEPAINSI®, HO CaMO YacT OT
TSX Ca IIPOCAEAEHM ABATOCPOYHO U PE3YATATUTE Ca OmUcaTeAHU. [[porHoCcTUYHM KpU-
TepUN Ca CTeleH Ha AudepeHLaLys (MAAUTHEHOCT), MUTOTUYHA aKTUBHOCT, HAANYME
Ha €HAOKPMHOINATYA, KallCyAHA MHQUATpaLNs, HepaAuKaAHa omepauus, AuMGOreHH!
METaCcTas3y U AAAeUHM MeTacTaszu.”> %

CraHpapTu3upaHe Ha TOBA Ae4eOHO TOBEAEHIE HE € Bb3MOXKHO MOPAAY AUIICA HA AQHHM OT
AOKa3aTeACTBEHaTa MeAULMHA, 10-Bucoku oT Kareropust C u D. Abyeaeyennero (caepomne-
PaTMBHO, AeGUHUTUBHO CbC MAM 0€3 CeHCMOMAMBMPpALIA XMMMOTEPAIVsT) CAeABa AQ Obae
VHAVMBUAYAAU3MPAHO, OLIEHSIBANKY TTOA3a M PUCK.”
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A O Ilpu mayyueHTH ¢ OrpaHuyeH CTaAMil Ha ApeOHOKAeThYeH 0eA0ApOOeH KapuuHOM 1 A0OBP MbpQoOpMaHC CTATYC ce MpenopbYBa TOPAKAAHO
AbYeAedyeHIe C HAYaAO CAeA ITbPBI A0 TPETH LUKbA Ha XumuoTepanus (ABa bTi AHeBHO 110 1.5 Gy A0 A03a 45 Gy nau 2 Gy A0 pA03a 60-70 Gy).

O [lpu nauueHTH C OrpaHNYEH CTAANIT HA APEOHOKAEThYeH 0eAOAPOOEH KapLUIHOM, MOCTUIHAA YaCTUYHA UAU ITbAHA PEMUCHS, Ce PENnopPbYBa
NMpodUAAKTUYHO KPAaHIAAHO AbYeAedeHue.

O Ilpu nanyeHTH C pa3NpoOCTpaHeH CTAAMIT HA ApDeOHOKAEThYEeH 0eAOAPOOEeH KapLIIHOM, IOCTUTHAA YaCTHYHA AU ITbAHA PEMIICHS, Ce NPeNnopbY-
Ba NPOQUAAKTIYHO KPAHUAAHO AbueAedeHne (KAKTO C BICOKOTEXHOAOTMYHO AbYeAedeHIIe, TaKa I ¢ TeAeramarepanus ¢ Ao3u 25-30 Gy B 10-15
dpakuyn).

O IlpenopbyBa ce AbYeA€YEHIETO HAa TOPAKAAHY HEBPOEHAOKPIHHU TYMOPH A2 Ce OCBIIeCTBABA Ype3 TpuMU3MepHa KOHPOPMaAHA TEXHNKA (AT
MOAYAMPAHO 110 UHTEH3UTET AbYeAeyeHte), a KAMHUYHUAT MUIIEHEH 00€eM AQ Ce OIpeAeAs] Ype3 PaHHA N03UTPOHHOEMUCHOHHA ToMOorpadusi ¢
KOMIITBP-TOMOrpadus.

O Ilpu GpOHXONMYAMOHAAHM THIIMYHU KapLIHOUAY cAeA R2 pesexuus ce mpenopbuBa cAeAONIepaTUBHO AbyeAeueHue. He ce mpenopbuBa Abuese-
yeHue caep RO-1 pesexyus.

O ITpu OpOHXOMYAMOHAAHY QTUNNYHY KapPIMHOUAM 1 eAPOKAETbYHI HEBPOEHAOKPIHHY KapiuHOMH ¢ R1-2 pe3eKiyst HAU MO3UTHBEH HOAQAEH
craryc (pN2-3) ce npenoppuBa CAEAONEPATIBHO AbYeAeUeHNe I eAHOBPEMEHHO AbYeXIMIOoAedenne (cencubnansanus ¢ mitomycin C, cisplatin,
5-fluorouracil). He ce npenoppyBa cAep0nepaTuBHO AbyeAeyenne npu crapuit pNo-1.

O Ilpu Hepe3eKTaOMAHU 1 HeomepabMAHN HEBPOEHAOKPMHHU TyMOpU 0e3 curHndukaHTHa KOMOPOMAHOCT MOXKe Ad ce 06CHKAA AepUHUTIBHO
AbueAeyeHIe C eAHOBPeMeHHa CeHCHOMAM3MpaIa XMMIOTepanus.

O Ilpu eApoKAeThYEH HEBPOEHAOKPIHEH KapLITHOM Ce MPeNnopbYBaT AbYeBU AO3U KaTo NPy HeApeOHOKAeTbYeH 0eA0APOOeH KapLHOM C pas-
AMYHO (paKkumoHMpaHe.

O Ilpu TUMYCHM HeBPOEHAOKPMHHU TYMOPH Ce IPeNopbyBa CAEAONEPATIBHO AbYeAedeHle, AKO € HAANIe TIOHEe eAVH OT CAEAHNTe KPUTEePUN: Ia-
TOAOTMYHA CTeneH Ha Audepernuamust G3, KancyAHa MHGUATpauus U HepaAMKaAHA OIepanys.

90




IIOBENEHUE ITPY TOPAKAJTHHU U TACTPOEHTEPOITAHKPEACHH HEBPOEH/JOKPHHH TYMOPHU
KnuHnuHo pbKoBOACTBO, 0CHOBaHO Ha Aokasarenctsa / HalmoHaneH excriepren 6opa

MAaAHume opeaHu U movKaHu.

O AsuereyeHuemo Ha MOPAKALHU HEBPOEHOOKPUHHY MYMOPU (CAe00nepamusHo, 0epUHUMUBHO CbC UL 0e3 CeHCUBUAUSUPAULA XUMULOMEP AN,
cre08a 0a 0b0e UHOUBUOYAAUUPAHO, OUEHABAUKU CHOMHOULEHILeNO NOA3A/PUCK.

a Hpu 001vuBaHe Ha 0A1 6p06 u MeaudetuM ce npenops4sad BUCOKOMMEXHOA02UYHO NbYeAeYeHIe 3d HAMAAABAHE Ha AbYeBlUme PeaKuull B8 HOp-
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-PELHEITTOPHA TEPAIIVA

I 7. PAAVIOTIENITUA-PELEIITOPHA TEPAIIUA
Iasea Boyes, Vpena Kocmadunosa

Paduonenmud-peyenmopra mepanus. TIPEABUA 4€CTOTO HAAMYME HA 3HAUMTEAHA €KCIIPeCHs Ha
COMATOCTATMHOBI Pelienrropy npy HeBpoeHAoKputHute TymMmopu (HETH), AokasBaHa pyTHHHO
4pe3 COMATOCTATUH-PELIENTOPHO 1300passBaHe, AOTUYHO € Tasu OMOAOTMYHA OCOOEHOCT Aa €
00eKT Ha TeparleBTIIHO TIOBAMSIBAHE, BKAIOYMTEAHO YPe3 IPUAOKEHME Ha paAropapMaLieBTHLI,
HACOYEH! KbM COMATOCTATMHOBUTE PeLenTopy (pasyonentua-peuentopHa tepams, PITPT).
Karo mbpBU cuCTeMeH OIUT 3a AeyeHne Ha comarocTatut excrpecupaiyt HETu ce cumra mpu-
Aoxenvieto Ha 'In-Octreotide.! "' In-DTPA-Octreotide e paspaboTeH 1 IMPOKO MPOYYeH KaTo
paaoQapMaLleBTHUK 32 AMAHOCTMKA, [PEABMA HAAMMMETO HA TaMa-eMUCHs HA MapKUpaupms
pasounykanp MIn. OcHOBA 32 IIPUAOXKEHIMETO MY KATO TEPANEBTMYEH areHT € eMUTUPAHETO 1
Ha MaAKa ppakiyst Auger eAeKTPOHM C MOLLEH AeCTPYKTUBeH edekT BupXy saporo 1 AHK Mo-
AeKyAUTe. 3HaunTeAeH ycriex B passutyeto Ha PITPT ce siBsBa paspabOTBaHETO HA TEXHMKM 3a
KYIAMpaHe Ha HOCELIaTa IelTYAHA Bepura (COMAaTOCTaTMHOB aHaAor) ¢ xeaaropa DOTA, koero
I103BOASIBA CTAOMAHO MapKMpaHe C PAAOMETaAM, M3TOUHMIM HA - U P-AbdeHye. Hait-umpoko
U3IOA3BAHM PAAOMETAAN 32 MApKMPAHe Ha MeNTHAM MoHacTostieM ca *Y 7/Lu, BAU3AILM B ChC-
TaBa Ha peanta papnodpapmaestuim — °Y-DOTATOC, *Y-DOTA-Lanreotide, °Y-DOTATATE,
7Lu-DOTATOC, ""Lu-DOTATATE u pp. V3noasBaseTo Ha *°Y-OeAsi3aHy paAMOTIEIITHAN B EAVH
0611] TepareBTMYeH OTTOBOP B 6-39%, HE3aBUCUMO OT U3MOA3BAHISI IPOTOKOA?, KaTO ChILECTBY-
BAaT AAHHY 1 32 [IOAOOpsIBaHe B nIpexxuBsieMocTTa.” ’Lu-6essaHnTe aHaA031 NOKa3BaT NO-BUCOK
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IPOLIEHT HA TepaIeBTMYeH OTT0BOp, AocTuraly 39-46%, KakTo 1 MoA0OpeHa IpeXxuBsieMOocT.” ®
Olie T10-BICOKNM HYBA HA TEPAIIEBTUYEH OTIOBOP (66%) Ce AOCTUraT Mpy KOMOMHIPAHO TIPUAO-
xeHyie Ha 'Y /7'Lu-Geast3aru papvonerntian.’ HesaBucymo ot A0bpurte pesyarary, Bee oliie Hsiva
PaHAOMM3MPAHY TIPOYYBAHISI, KOUTO KaTEropUIHO A2 obexTvByaupar noasara ot PITPT. [Tpyan-
HI Ca OTHOCUTEAHO Hyckara yectora Ha HE Ty, n3roasBaxeTo Ha pasanyHy papnoQapMaLieBTuLm
B PA3AMYHUTE LIEHTPOBE, KAKTO U AMIICA HA CTAHAAPTU3MPAH TIPOTOKOA.

Paduonenmud-peyenmopra mepanus npu KamexoramuH-npooyyupaugu mymopu. Hai-vyecro
ca AOKaAM3MpaH! B HaAObOpeyHa Meayaa. ITpuaara ce 'l metaiodobenzylguanidine (MIBG).
Coumst pagnodpapMarieBTHK nau Geasiat ¢ I e paspaboTeH 3a BU3yaAM3aLys Ha TYMOPH Ha
HapOBOpeyHa MeayAa. PapnodapMalieBTHKBT MTOMaAa B KAETKUTE Ype3 aKTUBEH TPAHCIIOPT Ha
enviHe(pVH 1 Ce ChXPaHsIBA VHTPALIEAYAAPHO B HEBPOCEKPETOPHM IPaHyAL. [IpeABUA BICO-
KaTa CrelduIHOCT 1 OTHOLIeHVe TYMOP/GOHMapKMpaHusAT ¢ TepaneBTiaHu A03u *'I-MIBG
€ OCHOBEH TeparleBTMYeH areHT [pY MALMeHT C MAAUTHEH (peoXpOMOLIMTOM/IIAParaHIAUOM,
CITELIMAAHO TIPY AOKAAHO aBAHCHPAAN Hepe3eKTaOMAHM TYMOpY M MeTacTaTnyHa Goaect.”®
Aeuetnero ¢ P'I-MIBG Boau 40 25-55% TymopeH otroBop®, kato ce mocTura npoMsHa B
OVOXMMMYHITE TTOKA3aTEAN ¥ CUMTOMMUTE CHOTBETHO 1p1t 67% 1 89%."> Ha Tosu eTam Anncsa
AeQUHUTUBHO YTBBPAEH IIPOTOKOA 3a IPOBEXXAAHE Ha ACYEHUETO, KaTO HAKOM AQHHM COYT,
4e I10-KPaTKUTe PeXNMY C MHTEPMEAMEPHA aKTHBHOCT Ca TIOHE TOAKOBA e(eKTVBHM, KaKTO
Y YABAYKEHITE HUCKOAO30BU PEXXUMH (C TIO-HICKA TOKCUYHOCT U TI0-KPAThK LMKbA Ha AeYe-
Hite)."! 3aAbAXUTEAHO yCAOBHE 3a IpoBexxAaHe Ha MIBG Teparus e HaAnuMe Ha MO3UTUBEH
IBBIL-MIBG cKeH, Kato npu 6'p30 pacTsLy TYMOpY 1 TyMOPH ¢ Hucka (ukcauys Ha MIBG
ce mpeanounTa xumuorepamst.! P'I-MIBG e norenymaato npruaoxum mpu Bk HETn,
KOUTO MOKa3BaT AoCTarbyHa pukcaust Ha MIBG npu cumHTHrpadcko nscaepBae, Ho Karo
LISIAO HAAMYHWTE AQHHY Ce 0asupar Ha OTAAHM CAYYau MAM MAAKM CepUM, TIOPAAU KOETO He
MOTaT Aa ce AepUHIPAT MOKa3aHMsl, 6asnpaHy HA AOKA3aTEACTBA.
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C B PapnonenTup-penentopHa Tepanus ¢ ' I-MIBG Moike Aa ce 00CHKAQ KaTO TepaneBTNYHA AATEPHATHBA 32 MaAUrHeH $peoxpoMouuToOM/napa-
TaHTAMOM NIPU AOKaAHO aBaHCHPAAU HePe3eKTaOMAHU TYMOPY MAM AQA€UHM MeTacTa3M!.

8 Papuonentup-penentopHa repanus ¢ \’Lu- u Y-DOTA-6eas13aH1 cOMaTOCTATIHOBY aHAAO3U MOXKE Ad Ce 00CHKAA 32 BTOPA AMHIISI A€YeHUe
MpY ABAaHCUPAAM UAU METACTaTUYHI HEBPOEHAOKPMHHI TYMOPH, KOUTO MOKAa3BaT AOCTATbYHA KaNTALs NPU AO3MMETPUYHO MAAHUPaHe/Co-
MaTOCTAaTUH-PeLieNTOPHO 1300pa3siBaHe.

O Paanonentua-penenropua tepamusi ¢ *'I-MIBG e aaTepHaTHBa NPU APYTY METACTATIYHY HEBPOEHAOKPMHHY TYMOPH CaMO aKO € HaAMIle AOC-
TaTbYHA KaNTaLysl IPY AO3MMETPIYHO MAaHupaHe/cuuuTurpadcxo nscaeapane ¢ '**'I-MIBG.

<~ | Paduonenmud-peuenmopua mepanus ce 06cowda camo npu mymopu, npu Koumo cyuHMUZPAPCKU € JOKAIAHA ADEKBAMHA KANMARUA HA CHON-
/@\ BeMHUs paouoPapmayesmux.

94



IIOBENEHUE ITPY TOPAKAJTHHU U TACTPOEHTEPOITAHKPEACHH HEBPOEH/JOKPHHH TYMOPHU
KnuHnuHo pbKoBOACTBO, 0CHOBaHO Ha Aokasarenctsa / HalmoHaneH excriepren 6opa

AUTEPATYPA

1. Filling M, et al. Systemic radionuclide therapy using indium-111-DTPA-D-Phel-octreotide in
midgut carcinoid syndrome. J Nucl Med 1996; 37: 1519-1521

2. Ambrosini V, et al. Radiopeptide Imaging and therapy in Europe. ] Nucl Med 2011; 52: 42S-55S

3. ImhofA, etal. Response, survival, and long-term toxicity after therapy with the radiolabeled somatostatin
analogue [*Y-DOTA]-TOC in metastasized neuroendocrine cancers. J Clin Oncol 2011; 29: 2416-2423

4. Kwekkeboom DJ, et al. Treatment with the radiolabeled somatostatin analog ['” Lu-DOTA 0,Tyr3]
octreotate: toxicity, efficacy, and survival. ] Clin Oncol 2008; 26: 2124-2130

5. Forrer F, et al. Treatment with "Lu-DOTATOC of patients with relapse of neuroendocrine tumors
after treatment with *Y-DOTATOC. ] Nucl Med 2005; 45 (8): 1310-1316

6. SeregniE, etal. Treatment with tandem [*Y]DOTA-TATE an ['"’Lu] DOTA-TATE of neuroendocrine

tumors refractory to conventional therapy: preliminary results. Q J Nucl Med Mol Imaging 2010; 54
84-91

95

7.

10.

11.

12.

: OPE 2012

EANM procedure guidelines for **'I-meta-iodobenzylguanidine (**'I-MIBG) therapy. Eur ] Nucl Med
Mol Imaging 2008); 35: 1039-1047

Chen H, et al. The North American Neuroendocrine Tumor Society — Consensus Guideline for the
diagnosis and management of neuroendocrine tumors — pheochromocytoma, paraganglioma, and
medullary thyroid cancer. Pancreas 2010; 39: 750-783

LohKC, etal. The treatment of malignant pheochromocytomawithiodine-**' metaiodobenzylguanidine

(®'I-MIBG): a comprehensive review of 116 reported patients. Journal of Endocrinological
Investigation 1997; 20 (11): 648-658

Scholz K, et al. Current treatment of malignant pheochromocytoma. The Journal of Clinical
Endocrinology & Metabolism 2007; 92 (4): 1217-1225

Castellani MR, et al. (131)I-MIBG treatment of pheochromocytoma: low versus intermediate activity
regimens of therapy. Q J Nucl Med Mol Imaging 2010; 54 (1): 100-113

Gedik GK; et al. ®'I-MIBG therapy in metastatic pheochromocytoma and paraganglioma. Eur ] Nucl
Med Mol Imaging 2008; 35 (4): 725-733












IMOBEJEHUE ITPY TOPAKAJIHU Y1 TACTPOEHTEPOITAHKPEACHHU HEBPOEHJOKPMHHY TVYMOPHU

Knuanyuxo PBKOBOACTBO, OCHOBAHO Ha A0KA3aTEeJICTBa / HaumoHnanex EKCTIepTeH 6op,u

ABAILIO HABAIOAEHVE

I 8. IOCAEABAIIO HABAOAEHME TPV TOPAKAAHU U1
TACTPOEHTEPOITAHKPEACHU HEBPOEHAOKPUHHI TYMOPU
Acen Aydos

A,

Tocredsauso Haba npu 0poOHU U Opyeu OaredHU Memacmasy oM Hes-
poenookpunny mymopu (HETu). Aoxaansauysita UM € B TOPHQ, CPEAHA VI AOAHA YacT Ha
XPaHOCMMAQTEAHNS TPAKT VAM Ca I'bPBUYHO HeMsBeCTHU. [IpocaepsiBaLjuTe M3CAEABAHNUS
Tpsi0Ba AQ BKAKYBAT OMOXMMUYHY [TApAMETPU Y KOHBEHLOHaAHA 00pasHa AMarHoCTHKa.
IMpu mawmentyn ¢ RO/R1 peseumpann HETu G1/G2 ce npernopbuBa 06pasHO AMArHOCTUYHO
U3CAeABaHe Ha BCeKu 3-6 Mecella, a ipu HeBpoeHAoKpyHeH KapuyHoM (HEK) G3 — Ha Bcexu
2-3 meceua. ChlyaTa mporpama ce IpernopbyBa NPy MALMEHTH C Hepe3eKTabuAHA YepHO-
ApOOHa 60AeCT — ¢ MHTepBaAM OT 3 Mecelid IpY I'bPBOHAYAAHA AMATHO3 U YAbAXKABaHe
A0 6-12 Mmecelja, ako OoaectTa e crabuaHa, ocobero npu HETu G1. V3scaepBaHe upes co-
MaTocTaTuH-pelenTopHo nsobpasssatre (CPV) ¢ OctreoScan nAM M03UTPOHHOEMUCHOHHA
tomorpadus ¢ kommorbp-romorpadusi (PET/CT) ¢ ®Ga-comarocTarnHoB aHaAor TpsibBa
A2 O'bA€ BKAIOYEHO B IIPOCAEASIBAHETO U Ce TIPENopbyBa cAep 18-24 Mecelja, ako B HAYaAO-
TO € OMAO TMOAOXKUTEAHO U HapeKAHO. OOPasHOTO U3CAEABaHE HA COMATOCTATMHOBY pe-
LIENITOpYU MOXe Ad O'bAe HAIPABEHO I0-PaHO, 32 AQ Ce M3KAI0YM eKCTpaxenaraaHa boaect,
aKo CToitHOCTTA Ha XpomorpanuH A (CgA) MAM Ha APy MapKepy ce TOBUIIABA, 0COOEHO
aKO KOHBEHLIMOHAAHATA 0Opa3Ha AMAarHOCTMKA [I0Ka3Ba CTabMAHA YepHOAPOOHa 6oAecT. B

i
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CcAy4all Ha ObP30 mporpecypaly TYMOP MAM aKO AUTICBA o6pasHa MH(OpMaLs, MoXe Aa ce
HAAOX TIOBTOPHA OMOIICHS HA YEPHOAPOOHM MeTacTasy C LjeA HOBa OLieHKa Ha mpoAnde-
paTMBHATa AEITHOCT.

Iocaedsaugo nabarodenue npu cmomamny HETu. Cromamnure HETu tun I ca penyan-
BUpaLy 60AECTH 1 €HAOCKOIICKOTO MM IPOCAEASIBAHE TIPY MALMEHTH C PELUAMBY TPI0BA Ad
Ce OCBILECTBsIBA HA BceKu 12 Mecelia, a ipy nayveHTn 6e3 peyuanBy — Ha 24 mecena."” Axko
TPV IPOCAEASIBAHE Ce OTKPUAT Ae31, TPSIOBa AQ Ce Pe3eLpaT eHAOCKOIICKH, aKO € Bb3MOX-
Ho. [TbAHaTa racTpaAHa KapTa, U3rOTBEHA C MHOTOKPATHM OMOIICHY HA HOPMAaAHA CTOMALIHA
AVTaBULA ¥ IOAUIIN TIPY BCEKU EHAOCKOIICKM KOHTPOA€H IIperaes, 01t [o3BoAMAa 110-A06pa
AepUHULIMS Ha eHTepOXPOMAQUH-TIOAOOHNTE KAETKM U Ha CTENeHTA Ha raCTPaAHa aTpo-
Gust.' 1 KAMHMYHYTE KOHTPOAHM TIPETA€AU U AQOOPATOPHUST MOHUTOPUHT TpsibBa Aa ce
IPOBEXAQAT YCIIOPEAHO C eHAOCKOIICKaTa Mpoleaypa. [IpermopbuBa ce usMepBaHe Ha HIBATa
Ha CePYMHO XeASI30 1 BATAMUH B ), 32 Aa Ce IPeATCBa IOAAbPXKAIIA TePaITHs, aKO e HaAULIe
Aepuuur.” Tlpu HETu un 11 eHpockormsTa TpsibBa Aa ce IpoBeXAa BCsiKa ropuHa. I1pu
nauuenTy ¢ HETu tun III npocaepsiBaHeTo 3aBUCK OT MOABMAQ HA TYMOPA M ChbOTBETCTBA HA
IpOrpaMaTa 3a CTOMAILIeH aAeHOKapLIMHOM. [TpocAeAsSBaHETO TPsIOBa AQ BKAKYBA PAAMIOAO-
iy ucaepBanus (KT nan marnutHopesoHascHa Tomorpadus, MPT) u maazmen CgA.

Ilocredsaugo Habawoenue npu 0yodenarnu HETu. Tlpu mauyeHTn ¢ HeyHKLMOHAAHN
Ayopenaann HETy, HamrbAHO TIpeMaxHaTH TIPY €HAOCKOIINS, Ce MPeNopbyBa KOHTPOAHNUTE
€HAOCKOIICKI TIPErAeAH, abAOMUHAAHMAT YATPa3ByK MAM MHorocpesosara KT u HuBara Ha
maasmen CgA Aa ce mpoBeXAAT Ha 6, 24 u 36 meceua. IIpu marmeHTyH ¢ MocTonepaTuBHa
pesexus MHorocpesosara KT, CPV n nuBata Ha CgA ce mpenopbuBar Ha 6 1 12 Mecelra, a
CA€A TOBA — BEAH'BX TOAMIIHO 3a TPU TOAVHIL. TTaLiMeHTI ¢ Hepe3eKTabMAHa MeTacTaTuyHa
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6oaect, HO 6e3 AeueHMe TOPAAM AMIICA HA IPOTPEeCHs MAM CUMITOMM TPsIOBa A Ce IpoCAe-
AfBaT Ha 3- A0 6-MeceyHn uHTepBaAu ¢ MHorocpesosa KT n/uau yarpassyk u CPUL.

IlocredBauyo Habt0denue npu fynkyuonupawu nankpeacuuw HETu. IIpocaiedssare npu
2acmpuHoM. BCUYKY TIALMEHTN C aKTVBHA HEMETACTaTHYHa H0AECT IIbPBOHAYAAHO TPsiOBA
AQ Ce TIPETAEKAAT Ha 3-6 Mecelia, a CAeA TOBA, AKO Ca CTAOMAHU — BEAHBX ropuuiHo. [1pu
BCSIKA OL|eHKa TPSI0Ba AQ Ce IIPOBEXAAT CAEAHITE MEPOIIPUSTYSL: OMOXMMUYHY U3CAEABAHNUS
(mAa3mMeHo HMBO Ha BUTaMUH B ), IOHM3MPaH KAALMiA, TapAaTXOPMOH, TaCTPUH), OLIEHKA Ha
KICEAMHEH KOHTPOA 11 00pasuu uscaeparns (abpomnuaana KT uan MPT BeAHBX ropmu-
Ho, CPVI moHe Ha BCeK TPY TOAMHM). 3 ITALIMEHTY C MHOKECTBEHA eHAOKPUHHA HEOTIAQ3HUsI
1 (MEHI) npocaeasiBaHeTo TpsibBa A2 G'bA€ FOAMIIIHO C OLjeHKa Ha HapaCTBAHETO HA TYMOpa
upes ckannpate (KT/MPT na kopem u Topakaata KT (13kalouBaHe Ha TUMYCeH KapLiMHOMA,
0Cco0eHO Ipy MbXe, Ha Beeku 3-5 roannn), CPY noxe Ha Bceku 3 roantn, MPT Ha xunodusa
Ha BCeKM 3-5 rOAMHN, GMOXMMIYHA OLleHKa (IOHM3MPAH KAALWIL, TAPATXOPMOH, IPOAAKTHH,
MHCYAVH), CEpYMEH IaCTPUH, KMCEAMHEH KOHTPOA, eHAOCKOIIVSI Ha TOPEH XPAHOCMUAQTEAEH

98

tpakt.* > #1012 3a manyeHTV ¢ MOCTA€YEOHA pe3eKLysl Ce IPABY TOAMIIHA OLIEHKA Ha HIBATA
Ha TaCTPVH, CeKPETUH-TIPOBOKMPAIL] TECT ¥ KOHTPOA Ha KMCEAMHHA CeKPeLs, aKo MalieH-
TBT BCe olije Ipuema MHXubuTOpy Ha npotoxHara nommna u H -6aoxepu.* " ITpocredssare
npu uncyrunom. TIpocaepsBaHeToO Ha MalmeHTH ¢ nHCyAnHom 6e3 MEH1 tpsbBa Aa craBa
CAeA pe3eKLys Ha 3-6 Mecelja, a OCAe Ad TPOABAXKIM CAMO aKO Ce MOABAT HOBU CUMITOMM. ™
IManmenTute ¢ mocTaedebHa pesexLyisi ¢ MHOXeCTBO MHCyArHOMY vau ¢ MEH1 Tps6Ba aa
Ce MPErAeXKAAT BCSAKA TOAMHA U A Ce TIPeLjeHABaT OTHOBO, aKO CUMIITOMNUTE PELMAMBHUPAT.

ITocreosaugo Habrt00enue npu 6pouxonyimonarny u mumycuuy HETu. Caep xupyprud-
Ha Pe3eKLMs HA TYMOP, IPOCAEASBALINTE AEVCTBIUSI Ce IPOBEKAT MOAOOHO Ha Tesu Ipu
Geroapober kapumHOM. Ipes mbpBaTa rOAMHA CA€A ONEPALMATA KAMHUYHMUST TIPETAEA U
peHreHorpah)CKOTO M3CAEABAHE HA IPBAEH KOLI TPsIOBA AQ Ce M3BBPIIBAT HA BCEKN 2-3 Mece-
11a. AKO HSIMa AOKa3aTEeACTBA 32 PELIAUB B PAMKITE HA EAHA TOAMHA, [I0CAEABALITE UHTED-
BAAM Ha IIPOCAEAsIBaHE Ca Ha 6 MeceLia.
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O Ilpu racTpoeHTepoOnaHKpeacH! HeBPOEHAOKpUHHN TyMopu (G1-2) ce npenopbyBa MpocAeAsiBaHe C KOHBEHIMOHAAHA 00pa3Ha AMAarHOCTHKA
(xomMmIOTBP-TOMOTrpad Vst M/MAM MArHUTHOPE30HAHCHA TOMOrpadsi) U ¢ Aa3MeHu 61oMapKepu (XpomMorpanuH A u cieuduyeH MeAuaTop) Ha
BCEKM TPH-IIeCT Mecelia CIoOpeA MPOAbAJKITEAHOCTTA Ha 00AecTTa U pacTeska Ha TyMopa. CoMaToCTaTHH-PeLenTOPHO N300pa3sBaHe ce Npemno-
pbuBa cAep 18-24 mMecena, 0CBEH aKo He e HaAUIIe IIOAO3PeHIe 3a o-paHHa nporpecus. IIpu HeBpoeHAOKpiHeH KapuuHoM (G3) ce npenopbyBa
KOHBEHL[JIOHAaAHA 00pa3Ha ANArHOCTIKA HAa BCEKN ABAa-TPU Mecena.

O Ilpu croMamHn KapuuHOUAM Tun I ¢ penuANBY Cce Mpenopb4yBa eHAOCKOIICKO NPOCAEAsIBaHe Ha BCeku 12 Mecena, a 6e3 penuANBI — Ha BCEKU
24 mecena.

O Ilpu HepyHKIMOHUPALIY AYOA€HAAHY HEBPOEHAOKPUHHY TYMOPH CAeA €HAOCKOIICKA pe3eKLs ce MPenopbYBa NPOCAEAsIBaHe C eHAOCKOMIS,
a0AOMIHAA€H YATPA3BYK HAY KOMIIOTBP-TOMOrpadus 1 Aa3MeH XPOMOTPAaHIH A Ha LIeCTH, ABaAeceT U YeTBbPTU U TPUIiceT U IMeCTH Mecell.
Caep XUpypruvHa pe3eKijysi ce NIpenopbyBa KOMIIOTbP-TOMOrpadusi, COMaTOCTATUH-PELeNTOPHO U300pa3siBaHe U MAa3MeH XPOMOTPAaHIH A
Ha IeCTU U ABAaHAAECETU Mecell, a IPe3 CAEABALINTE TPV TOAVIHYM — BEAH'B)K TOAUILIHO.

O Ipu GPOHXONYAMOHAAHM HEBPOEHAOKPUHHI TYMOPH Ce NPENopbYBa eAHO-ABETOAULIHO MPOCAEAsIBaHe KaTo NpU APeOHOKAETbYEH GeA0APO-
GeH KapuuHoOM (peHreHorpadus Ha IpPbA€H KOII I KAMHUYHO U3CA€ABaHEe Ha BCEKU TPU-YETUPU Mecela), TOCAeABAHO OT BU3NTH Mpe3 IecT
Mecela B IEPHOAA OT TPETA AO IeTa TOANHA.

O Ilpu THMYCHI HeBPOEHAOKPUHHM TYMOPH CA€A Pe3eKIMs ce NPenopbyBa eAHOTOAMIIHO MPOCAeASBaHe Npe3 TPU Mecena (KOMIITbP-TOMOTpa-
&1 AN MarHUTHOPE30HAaHCHA TOMOrpadMus U Aa3MeH XPOMOIPaHIH A), IOCA€ABAHO OT BU3NTH Ipe3 LIeCT-ABaHAlICeT MeceLa.
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IIOBENEHUE ITPY TOPAKAJTHHU U TACTPOEHTEPOITAHKPEACHH HEBPOEH/JOKPHHH TYMOPHU
KnuHnuHo pbKoBOACTBO, 0CHOBaHO Ha Aokasarenctsa / HalmoHaneH excriepren 6opa

IlocredBauyomo HadA0OeHe HPYU HEBPOEHOOKPUHHU MYMOPU (HepUOOUHHOCH, BILOOBE U3CAe0BAHUS) Mpsi6Ba 0a ce nPOBey0a UHOUBUOYAAHO CHO-
ped AOKAAUZAUUAMA, XOPMOHANHAMA AKIMUBHOCH U HAAUMUENO Ha HPeOuleCBauid XUpypus.
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