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B cTaTtbe nokasaHo, YTO 3HAYMTENbHAsA YaCTb HEMPOIHAOKPUHHBIX OMYXONen MOAXENYAOYHON Xenesbl 9BNseTcs HedyHK-
LMOHUPYIOLLMMU, TO €CTb HE CEKPETUPYIOT B KPOBb Pa3/IMYHbIE FraCTPOMHTECTUHA/IbHbIE FOPMOHbI U MOAWNENTUAbI U BCAEA-
CTBME 3TOTO HE COMPOBOXAAKTCSH XapaKTEPHbIMU KIMHUYECKMMU nposiBreHuaMU. K coxxaneHuto, HepeaKo AMarHOCTUYECKUi
MOMCK HAYMHAETCS NMPU BbISBNEHUMU OTAANEHHbIX METAcTa30B HEMPOIHLOKPUHHbLIX OMyXONel U pa3BUTUM PaKOBOW Kaxek-
cun. OTMEYEHO, YTO AMArHOCTMKA HEMpPO3HAOKPMHHBIX ONMyXOnen MOAXKEeNyAOYHOM Xenesbl — KparHe Cl0XHas 3ajava,
OT pelleHns KOTOpPOi 3aBMCUT BbIBOp MeToaa NevyeHus U ero OTAasneHHble pe3ynbTaTbl. B HacToswee BpeMs eAMHCTBEH-
HbIM paZMKaNbHbIM METOLOM /leYeHUs DYHKLMOHUPYIOLWMUX TOPMOHA/bHbIX OMYyXO/ei MoaXenymo4HOW xenesbl aBnseTcs
xupypruyeckuin. CUMNTOMaTMyeckas Tepanus MOXeT pacCMaTpuBaATbCs NUWb KaK 3Tan npefonepauuoHHON MOATrOTOBKM
60nbHOro. NMokasaHMeM K XMPYpruyeckomy JIeYeHUI0 B 3TOM CUTyauuu Hapsay C HedddeKTUBHOCTbIO KOHCepPBATUBHOIO
JleYeHuUs cuymTaeTcsa pasMmep obHapyxKMBaeMbix 06pa3oBaHuit 2 cM 1 Honee, 4TO BbiCTynaeT GakTOPOM pPUCKA OTAANEHHbIX
MeTacTa3oB. [oAYepKHYTO, YTO COMMACHO COBPEMEHHbLIM BO33PEHMSAM MaLMEHTbl C HEQYHKLUOHMUPYIOLWMUMU HEWPO3IHIO-
KPMHHBIMW OMYXONIIMU NOAXKENYA0UYHOM XKene3bl MOANEeXaT XMPYPruyeckoMy neyveHuto. Yuntoieas, 4to B 70-92 % cnyuaes
TaKWe OMyXONiM 3/10KAaYECTBEHHbIE, Yalle NMPUMEHSIOT OOWMPHYI AWCTANbHY WAM NAaHKPeaTOAYyOLEHANbHYI0 pe3eKLMIo.
OTMeueHo, 4To 6oNbluMe pa3Mepbl OMyXosei He CyXaT NPOTMBOMOKa3aHWEM K onepauuu, a ecim HoBoobpasoBaHue He-
dyHKLMOHMpYtOLEee 1 pa3MepoM A0 1 CM, BO3MOXHO KpaTKoBpeMeHHoe HabnwogpeHue. Jllobble onyxonm, obHapyXXeHHble
B 001aCTU NOAXENYAO0YHON Xene3bl, LOMKHbI ObiTb BbiNyLeHbl 1MB0, eCIM 3TO BO3MOXHO, LUIMPOKO McCeyeHbl. B cTaTtbe
aHaNU3MpyeTCs paLMOHanbHOE U KOMMNEKCHOE UCMOMb30BaHWE COBPEMEHHOMO apceHana XMpypruyeckux U Tepanestuye-
CKMX METOAOB, KOTOPble AAKT BO3MOXHOCTb 3HAUUTENIbHO MPOASIUTL XW3Hb, YIYULWKUTL €€ KayecTBO Yy 6OMbHbIX C MeTa-
CTaTM4eCKUMM GOopMaMn HEMPOIHAOKPUHHbLIX OMYXONEeN NOAXKEeNYA0UYHOW XKenesbl.

KnioueBble cnoBa: nofxenynouHas xenesa; HeMpo3HLOKPUHHBIE OMYXO0JU; XKENYLOYHO-KUILEYHbIN TPAKT; UHCYIMHOMA; ra-
CcTpuMHOMa; BUIMoMa; KNAMHUYECKas KapTUHA; AMArHOCTMKaA; AnddepeHUMpoBKa; XMpypruyeckoe neveHne; KOHCepBaTUBHbIE
MeToAbl NeveHus.
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The article shows that a significant proportion of neuroendocrine tumors of the pancreas are non-functional, i.e., not se-
creting into the blood a variety of gastrointestinal hormones and polypeptides and as a result, not accompanied by typical
clinical manifestations. Unfortunately, often the scan search starts in the detection of distant metastases of neuroendo-
crine tumors and development of cancer cachexia. Noted that the diagnosis of neuroendocrine tumors of the pancreas is a
highly complex task, the solution of which depends on the choice of treatment and its remote results. Currently, the only
radical method of treatment of hormonally functioning tumors of the pancreas is surgical. It is indicated that symptomatic
therapy can be considered as a stage of preoperative preparation of the patient. The indication for surgical treatment in
this situation, along with the ineffectiveness of conservative treatment is the size of detectable formations of 2 cm or
more, which is a risk factor of distant metastases. Stressed that according to modern views of patients with nonfunctioning
neuroendocrine tumors of the pancreas are subject to surgical treatment. Given that in 70-92% of cases they are malignant,
most often used distal or extensive pancreatoduodenal resection. Currently, noted that the large size of the tumors are
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not a contraindication to surgery and if the tumor dormant, to 1 c¢m, the possibility of a short observation. Any tumors
found in the pancreas, needs to be taken out of the context, or if it is possible - is widely excised. The article examines
the rational and integrated use of modern Arsenal of surgical and therapeutic methods, which enable significantly prolong
life, improve its quality in patients with metastatic forms of neuroendocrine tumors of the pancreas.

Keywords: pancreas; neuroendocrine tumor; gastrointestinal tract; insulinoma; gastrinoma; Vipoma; clinical picture;
diagnosis; differentiation; surgical treatment; conservative methods of treatment.

BBEOEHWE

Bormpocsl nuarHocTMKM M JIedeHMs] HEHposHIO0-
KpuHHBIX omyxoner (HDO) Ha ceromHAmHUi IeHb
SBIISIOTCA OAHMMH W3 HAmOOJee CIIOKHBIX W aKTy-
allbHBIX B COBPEMEHHOW OHKOJOTHYECKON SHJIIOKpPH-
Hojoruu. Bospacratomuii unrepec k. HOO cBsazan
C TeM, YTO IOKa3aTelb 3a00JIeBaeMOCTH JaHHOH ma-
TOJIOTUEHN 3HAUYNTEBHO TIOBBICWIICS B MHUpPE 32 MOCIEI-
are 30-35 mer. .M. Modlin et al. [39] mokazamm
yBennuenue 3aboneBaemoct HOO 3a 30 jer Gonee
gyeM B 5 pa3 (or 1,09 ciaywas ma 100000 nacemne-
Hus B 1973 1. no 5,25 ciyuas ma 100000 B 2004 1.),
YTO, BEPOSITHO, CBSA3aHO C YIyYIIEHWEM HarHOCTH-
YECKMX BO3MOXKHOCTEH BCIENCTBHE TNPUMEHEHUS
MMMYHOTHCTOXUMUYECKUX HCCIe0BaHUI U COBep-
HICHCTBOBaHHUEM METONOB BH3yanusanuu. [lankpea-
tnueckne HOO mpencraBnsioT coboil reTeporeHHyo
TPYHIIy STIHUTETHANTBHBIX 3JI0KaYe€CTBEHHBIX HOBOOO-
pa3oBaHM, KOTOpPHIE pPa3BHUBAIOTCA W3 HEHPOIHIO-
KPUHHBIX KJIETOK IO/KEIYJOYHON jKele3bl (OCTpOB-
koB Jlanrepranca) [42, 44]. Ha ux poxto mpuxoautcs
npuMepHo 2-5 % oT o0uiero yuciia OImyXoJei mou-
xemynounoit skenessl (IDK), a wactora passurtus co-
crapmsger meHee | cimywas Ha 100 TBIC. HacelmeHUs
B roa [5]. Omyxonu He OOHApYXHBAaIOT pPa3TUUUN
B 4acTOTE Pa3BHUTHUS B 3aBHCHMOCTH OT TI0JIa MalyeH-
TOB W HAOIIONAIOTCA B PA3IIMYHOM BO3PACTE C ITHKOM
3aboneBaemocTr B 30—60 set. CriexyeT OTMETUTH, YTO
nankpearndeckue H30 MMEr0T BhIpaKEHHYIO HEHpO-
SHIIOKPUHHYIO NU(D(EepEeHIUPOBKY, KOTOpask MPOsIBIIs-
eTCsl 0COOCHHOCTAMHU MOP(HOIOTUYECKOW CTPYKTYPHI
U UMMYHOTHCTOXMMHUYECKOM SKCIpeccHeil CUHaITO-
¢u3nHa, a TakKe B OOJBIIMHCTBE CIIy4aeB XPOMO-
rpanuHa A. Ha cerogHsmHuii neHp JaHHas Tpymnmna
OITyXOJIeH BKJIIOYAET 3JI0Ka4eCTBEHHBIE BEICOKOAHDde-
pEeHIIMpOBaHHBIE HEWPOIHIOKPUHHBIE HOBOOOpA30Ba-
Hus (HOH), koTopslie Ha3bIBAIOTCS «ITAHKPEATHICCKHE
HelposHaokpuHHbIe omyxonn» (ITanHD0) u Huzko-
muddepenuupoannsie HOH, xoTtopbie oObeaunser
TEPMHH «IIAaHKPEaTHYeCKUi HEHPOIHTOKPUHHBIN PaKy
(xaprmaoma) (ITaaHOP). [TarkH3O — »T0 B OCHOB-
HOM MEJIEHHO pacTyIIHe HOBOOOpA30BaHUS C ITOKa-
3arensamu oomieit 5-, 10- u 20-1eTHelH BEDKUBAEMOCTH
33, 17 u 10 % cootBerctBenHo [5]. Iloguepkuem, 4To
XUPYPTrUYEeCKOe BMEIIATEIhCTBO HAa MMOKEITyIOYHON
xene3e pu HOO 3HaUNTENHHO YITydIaeT 3TH IToKa3a-

Tenu. HampoTus, mpH arpecCUBHOM U OBICTpOpacTy-
meM [TanHOP nponomkuTeabHOCTh KU3HU NAllUEHTOB
peako mpeBblaeT oauH rox [3, 5]. 3HauuTenbHas
gactp HOO 1K saBnstorca HeQyHKIIMOHUPYIOMINMH,
TO €CTh HE CEKPETHPYIOT B KPOBb Pa3lUUHBIC TaCTPO-
WHTECTUHAIbHBIE TOPMOHBI U TOJMIICOTHBI U BCIEA-
CTBHE O3TOTO HE COIMPOBOXKIAIOTCSA XapaKTePHBIMH
KIIMHUYECKUMHU TPOsBIeHUSIMHA. OITyXOJH, acCOIUH-
pOBaHHBbIE C KIMHUYECKHMH CHHIPOMAaMH, BbI3BaH-
HBIMU AHOMAJIbHOM INPOAYKLHMEN IOPMOHOB, paccma-
TPUBAIOT KaK (DYHKIMOHMpPYIOUIHME (CHHIPOMAJbHBIC)
[TanH30. K HUM OTHOCSATCS MHCYIUHOMBI, FACTPUHO-
MBI, TTrokaroHoMbl, BUITomer 11 mpyrue Oonee pemkue
HOBOOOpa3zoBaHus. B psine ciyuaeB HeQyHKIIHOHHPY-
IOLIHE OMYXOJIU OOHAPYKHUBAIOT CIIy4alHO, U, TIO CYTH
Jle7ia, OHM SIBJISIIOTCSA MHUMAeHTaimomou [7, 27]. He-
¢ysxmonupytonme (HecuHapomanbsHbie) [lanHDO0
HE AacCOIMMUPOBAHBI C KIWMHUYECKHUMH CHHIPOMaMHU
TOPMOHAJBHON THIEPIPOAYKINH, HO MPH 3TOM MO-
YT CEKPETHUpPOBATh NENTHAHBIE TOPMOHBI HMJIH OHO-
TeHHBIE aMUHBI B KOJMYECTBE, HEJOCTATOYHOM JIIS
TOTO, YTOOBI BBI3BaTh COOTBETCTBYIOIIHNE CHMITTOMBI
¥ TapaHeoIuiacThuYeckue CUHApoMbl. OOpazoBaHus,
UMEIOIME JUaMeTp MEHee 5 MM, OOBIYHO SIBIISIFOT-
csi He(QYyHKIMOHMPYIOUIMMH M OO0O3HAYaIOTCs Kak
HEHPOIHAOKPUHHBIE MUKpOaaeHOMBL. [lo mociemanm
naHHeM, HedyHakmmonupyromme I[lanHDO cocras-
nsorT 6oree 60 % OT umMcna BceX HEWPOIHIOKPHH-
HbIX HOBooOpa3zoBanwmii [1XK [5].

Uctopust m3yuenns HDO mnpomomxkaercs Oonee
110 mer. B 1907 1. S. Oberndorfer BmepBwIie mpea-
JIOXKHUIT TEPMUH «KapIMHOWI» JUIsl 00O3HAYCHUS] WH-
TECTUHAIBHBIX OIMYXO0JIeH ¢ MEHEee arpecCHUBHBIM, YeM
y aJCHOKapLUHMHOM, KIMHUYECKUM TE4EeHHUEM. DHIO-
KpUHHAs TPHUpPOJa ITHUX OIyXoJed Oblia JoKa3aHa
Mepmuarom B 1938 . B 1969 1. A. Pearse mpen-
JOXHUIT Hconb30Barhk abOpesuarypy APUD (Amine
Precursor Uptake and Decarboxylation — o3nauaet
3aXBaT M JeKapOOKCHUIUPOBAHUE TPE/IICCTBEHHUKOB
aMUHOB) JUIsl KIIETOK, CIIOCOOHBIX IPOIYIHPOBATH
HelpoHciennpuIecKue MOMUMNEITUIHBIE TOPMOHBI
U OMOTCHHBIC AMUHBI.

KNACCUDUKALIUA
Cunraercs, 4TO omnpeneneHrue OHOIOTHYECKOTO MO~
TeHIuaa 3yokauectseHHocTH HOO mpeacrasnser co-
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0011 Haubosnee CIOKHYIO JUATHOCTHYECKYIO PoOIieMy.
B cooTBeTCTBUM ¢ COBPEMEHHBIMH TPEICTABICHUSIMH,
oTpaxkeHHBIMH B Kiaccudukamusax WHO/ENETS/
AJCC (2010) [33, 40], pa3nuuHas CTeNeHb 3JI0Kaye-
ctBeHHocTd 3tux omyxonei (Gl, G2, G3) ocHoBaHa
Ha OLEHKe MOP(OJIOrHM M OnpeaeneHun npoiudepu-
pyromeit ¢pakiuu (ypoBHS MUTOTHUECKOW aKTHBHO-
ctu u uHAekca Ki-67) [38].

B Hacrosiimee Bpemsi OnmyOJMKOBaHA YeTBEpTas
penaxuus kiaccupukanuu BeceMupHoii opraHu3anuu
3npaBooxpanenus (BO3) (2017) sHAOKPUHHBIX OIY-
X0JIel, B KOTOPYIO BKJIIOYeHa HOBas WH(oOpManus
B OTHOLIEHWH OCHOBHBIX Kareropuii IlanHDH,
CUCTEMBI Tpajalliii, a TaKKe CTaJAHpOBaHUS DTUX
onyxoneir [35]. Cucrema TNM-cTagupoBaHus
[MarH3O, mnpencraBieHHas B  KilaccuUKauu
BO3 (2017), cooTrBercTByeT 8-ii pemakIuu pyKo-
BOJACTBA IO ONpPEACIICHUIO CTaJAWM 370Ka4eCTBEH-
HBIX OIyX0oJed AMEpUKaHCKOTO OObEeINHEHHOTO
komutera no onkojoruu (AJCC) / Mexnaynapon-
Horo mpotuBopakoBoro coro3a (UICC) wm comia-
cyetca ¢ knaccudukanueir TNM, paspaboranHOi
EBpomneiickuM 00IIECTBOM MO H3YUYCHHUIO HEHPOIH-
nokpuHHbIX onyxoneit (ENETS) [45, 46]. JloGaBuwm,
yto TNM-knaccupukanus [TanHOP coorBeTcTByeT
KPHUTEPHSAM JUIsl CTaIWPOBAHUS MPOTOKOBOH ajeHO-
kapuuHoMbl [1DK [21].

[TpuBoanM MexayHapoaHyto Kinaccudukamuo BO3
2010 rona.

Me:xnyHapoaHasi kjaaccuukanust Heilpo3Ha0-
KPMHHBIX OMYX0JIeil MOMMKeJTyI04YHOH :Kee3bl MO
B03 (2010) (D. Klimstra et al.) [32]

[Tankpearnyeckass HEHPOIHAOKPUHHAS MHKPOALIE-

HOMa
» Heiiposunokpunnas omyxonb (NET)
 NET GI1
« NET G2
* Hedynkunonupyromast NET G1, G2
» Heiiposnnokpunnas xapunaoma (NEC)

e Kpymaoxnerounas NEC

*  Menkoknerounas NEC

* Ceporonunnponyuupytomass NET (kapunHonn)
* TacTpuHoMa

* I'mrokaroHoma

*  HWHcynuHOMa

* ComarocraTuHOMa

« BUIloma

B »TO¥ KnaccuduKanuy TOTOTHUTENHHO BBEICHA
rpamarust (Gl, G2 u G3) cTemeHH 37TOKAYECTBCH-
HOCTH ITaHKpPEAaTHYECKHUX OITyXOJeH, OCHOBaHHAs Ha
oLleHKax creneHn IupdepeHunpoBKH (MUTOTHYE-
CKOTO MHJEKCa) W MNPOIU(EpaTHBHON aKTHUBHOCTH
(manexca mponudeparnuu Ki-67) omyxomu. CooTBeT-
CTBEHHO OBLIM BBIACICHBI BBICOKOIU(PEpeHIIHpO-

BaHHble HOO HU3KOH CTENEHU 3J10Kaue€CTBEHHOCTHU
(NET G1 u G2) [23] n auskogud pepeHITnpoBaHHbIC
HEUPOIHIOKPUHHBIE KaAPIIUHOMBI (MEJIKOKJICTOTHBIC
U KPYIHOKIJIETOYHBIC) BBICOKOM CTEMEHH 3JI0Kade-
creenHoctu (NEC G3) [22]. CneayeT nOAYEpKHYTS,
YTO KapIMHOWHBIC OITYXOJId Ha CETONHSIIHWA JCHb
BBIZICJICHBI B OTMEIBHYIO TPYNIy KaK CEPOTOHUHIIPO-
nymupytommme H20 [11, 18]. B macrosimmee Bpemst
TEPMHUH «KAPIUHOWI» WCIHOIB3yeTcs s 00paso-
BaHUU JKENYJTOYHO-KUIIEYHOTO TPaAKTa TOIBKO Kak
CHHOHHUM BBICOKOAM((HEepEeHIIMPOBAHHOW HEHPOIHIO-
KpuHHOH omyxomn G1 BHe 3aBHCHMOCTH OT MPOJYK-
uuu ceporonuHa [4, 17]. IlpuBoaum coBpeMEHHYIO
knaccupukanmro BO3 2017 r. u rpamanuo HOH
MOJKENTyJ0YHON kene3nl (tabdn. 1) [35].
Knaccupukanuss HeHpPOIHIOKPUHHBIX OILyXO-
Jied MOMKeJy104HOoi Keiae3bl Mo cucreme TNM mo
ENETS (G. Rindi et al., 2006) [45]
* TX — Omyxonb He MOXET OBITh OIICHEHA
e TO — Her npu3HaKkoB MEPBUYHOU OMYXOIHU
* T1 — Omyxonp orpaHn4eHa *ejae30i u MeHee 2 cM

Tabnuua 1 (Table 1)
Knaccudumkaumsa BceMupHoi opraHmsaumnm 34paBooxpa-
HeHns (2017) n rpagauma naHKpeaTUYyecknx HeMpo3HAO0-
KPUHHbIX HOBOOGPa30BaHMi
Classification of WHO (2017) and graduation of PAN of
pancreas

MuToTuueckui

Unpexc Ki-67, %
HHEKC

I'pananus

Bricoxonuddepenunpopannsie [TanHOH:
naHkpearndeckue HOO

ITanHD0 G 1 MeHee 3 menee 2
ITanH20 G 2 3-20 ot 2 0 20
ITarHD0 G 3 bonee 20 oonee 20

Huskonudpepennupopannsie [TanHOH:
naHkpearnueckuit HOP

oonee 20

[TanHBP G3 oonee 20

MenKoKIeTOUHBIN THUIT — —

KpynHoxnetounsiit Tun - -

CMermaHHble HEHPOIH JOKPUHHBIE U HE HEWPOIHIOKPUHHBIE
HOBOOOpa30BaHUs

Ilpumeuanue. Nupexc nponudepanuu Ki-67 OGasupyercs Ha
ouenke Oonee 500 kiertok B obmacTax Hauboiee BBICOKO-
ro SIAEPHOTO MEUEHHS; MHTOTHYECKHH HHIEKC — Ha OIEeH-
Ke MHUTO30B B 50 MONSAX 3peHUs MpHu OOJBIIOM yBEIHUCHHH
(0,2 xBagpaTHOrO MM) B 00JIACTSX HAUOOJBIICH TIJIOTHOCTH
" BeIpaxkaeTcs kak MuTo3sl B 10 HPF (2 kBagpatabix Mmm). ['pa-
Jalus ONpeseNnsieTcss Ha OCHOBAHUU HAWBBICIIETO MOKa3aTens.
Just ouenku unpaekca Ki-67 pexomeHayeTcs MOACYET C HC-
MOJIb30BaHUEM pacliedaTaHHoro m3obOpakenus. [TanHOH —
MaHKpeaTH4ecKue HEHpPOIHJOKpUHHBIE HOBOOOpPA30BaHUS;
HD0 — neitposnnokpunnsie onyxonu; HOP — neliposnno-
KPUHHBIA pak

@ Tlegmarp. T. 9. Buin. 1 / Pediatrician (St. Petersburg). 2018;9(1)

ISSN 2079-7850



0b30Pbl /REVIEWS

93

e T2 — Omnyxonp orpaHuyeHa Xeje3oil U pasme-
pom 24 cMm

* T3 — Omyxob orpaHnyeHa Keje30i u 6oee 4 cMm
WIM TIPOpacTaeT B JIBEHAIATUIIEPCTHYIO KHIIKY
WIN JKEeTYHbIE MPOTOKU

* T4 — Omnyxonp pacnpocTpaHseTcs Ha ApPYrHe op-
TaHbl WU MarucTPalbHBIE COCY/bI

* NX — Peruonapusie 1uMQpOy3I6l HE MOTYT OBITH
OIICHEHBI

* NO — Her meractazoB B 1uMQoOy3ibl

* N1 — HMmerorcst MeTacTasbl B PETHOHAPHBIX JIHUM-

(hoyznmax
¢ MO — Her oTmaJieHHBIX METACTa30B
e M1 — HmMmeroTcs OoTHaJIEHHBIE METACTa3bI

Kaaccnpukanus Helipo3HIOKPHHHBIX OIyX0JIei
NOIKeJYI04YHOI :Kejle3bl II0 CTAAMSIM COIVIACHO
ENETS (G. Rindi et al., 2006) [45]

Cmaous T N M
| T1 NO MO
« JIA T2 NO MO
« ]IB T3 NO MO
o [ITA T4 NO MO
- JIIB Jrwoboe T JIro6oe N M1

CormnacHO COBpPEMEHHBIM BO33pPEHUSIM BCE HEMPOIH-
JIOKPUHHBIE OITYXOJH TOMKETYIOYHOM JKEeJIe3bl, HMEI0-
e KIMHAYECKHe TPOsBICHNUS (B BHAE CHHIPOMOB,
0OYCJIOBJICHHBIX IMPOAYKIMEH Crenu(uIeckux ropmo-
HOB; TOBBIIICHUSI YPOBHSI TOPMOHOB B KPOBH MAallMEH-
TOB 0€3 KIMHHYECKHX MpPOSBICHUNA; B BHIE IpU3HA-
KOB HamW4yusg OOBEMHOTO OOpa30BaHUS B Pa3IIMUHBIX
otnenax [1DK) w/mmm oOHapyXWBaeMble TPH TTOMOIIH
JMy4EeBBIX METOJOB HCclemoBaHus (bomee 5 M), sBIs-
I0TCS 3I0KaY€CTBEHHBIMHU IO CBOCH OMOJIOTWH, TaK Kak
OHHU UMEIOT BBICOKHMH TTOTEHIMA K METaCTa3UPOBAHUIO.
YMECTHO TOMYEpKHYTh, YTO KIMHWYECKOE TEUCHHE,
nposienennss HOO TDK moryT ObiTh Gonee wim MeHee
3JI0KQUeCTBEHHBIMU B 3aBHCHMOCTH OT HAJIMYMs TPO-
OYKUMHM OMOJIOTMYECKH aKTHBHBIX BELIECTB (TOPMOHOB
W TIENTHIOB) W Pa3BUTUS COOTBETCTBYIOIIUX CHHJPO-
MOB. bojee Toro, otmeTnM, 9TO BRICOKOMHBHEpPEHITNPO-
BaHHbBIC HEHPOIHIOKPUHHBIC OMyXoiu U Hu3koaudde-
peHLMpOBaHHbIE (HEHPOIHIOKPUHHBIE paKH), COINIACHO
COBPEMEHHBIM JaHHBIM, UMEIOT Pa3JIMYHbIA MEXaHHU3M
pa3Butus, u nosromy H20 B mporecce nporpeccuu He
MoryT aeanddepeHpoBarbes 10 KapiuHoM. [IpuHsTo
CUUTaTh, YTO JIOOPOKAYECTBEHHBIMH SIBIISIIOTCS TOJIBKO
T€ HEHPOPHIOKPUHHBIE MHKPOKapLMHOMBI — TOPMO-
HAJIbHO HEaKTUBHBIE OIMYyXOJIH Pa3MEpOM MEHEee 5 MM,
KOTOpbIE, KaK MPaBHUJIO, OOHAPYKUBAIOT CIYYallHO TIPH
ayToricuu [27], TO €CTh B KITMHUYECKOW MPAKTUKE BpadH
¢ Humu He crankuparorcs. HOO TTDK Takxke MOryT OBITH
TOPMOHAJIBHO aKTUBHBIMH M HE(yHKIHMOHHUPYIOLIMMH.

ITHOJIOrUSI M MaTOoreHe3 3J0KadecTBeHHBEIX HDOO,
KaKk M JIPyTUX KapIuHOM, CBS3aHBI C HAKOIUICHWEM CO-

MaTHYeCKUX MYTalUi B OHKOI€HAaX M AHTHOHKOTCHAX.
MHorue xapakTepHble Ui KapLUHOM HapyLIeHHUS,
B YaCTHOCTH, JIEJIEIMH YYaCTKOB XPOMOCOM («IOTEepH
TeTePO3UTOTHOCTH»), METHIMPOBAHUE PEryISTOPHBIX
obnacTell TeHOMa, aHOMaJIMHM KCIIPECCHU T'€HOB, 0OHa-
PY)KHBAIOTCS 1 B HOBOOOPA30BaHMUSIX HEHPOIHIOKPUH-
HOTO TIPOMCXOK/ICHHS, OJHAKO CIETyeT OTMETHUTh, UTO
B TIOCJIETHEM CIIy4yae IOJABIISIONIasi YacTh U3BECTHBIX
Ha CEeTONHAIIHWN JEHb T€HOMHBIX Je(EeKTOB HE Mpo-
SIBISIET Kakou-mrOo crieruduanocty [7]. B Hacrosmiee
BpeMsI HanOoJiee 3aMETHBI YCIIEXH B OOJIAaCTH WICHTH-
(pUKaMM TeHETUYECKUX ETEPMUHAHT MHO)KECTBEHHBIX
9HJIOKPUHHBIX HEOIUIa3Wi HACJIEACTBEHHOTO XapakTepa.
B 10-20% cnyuyaeB BbIcokoAU(pPEpPEHINPOBAHHBIC
[MarH2O wmoryT OBITh acCOUMUPOBAHBI C TEHETHYECKH
JIETEpPMUHUPOBAHHBIMU HACJIEIICTBEHHBIMI CUHIPOMAMH,
TaKUMHM KaK MHOXXECTBEHHAs! 3HIOKPHUHHAs HEOIUIa3us
nepBoro tuna (MOH-I), cunmpom ['mmmens—JIuanay,
HelipouOpoMaro3 nepBoro TUINa, TyOEPO3HBIN CKIIEPO3,
[TIOKArOHKJIETOYHAS JMCIIIa3us U Heorwiasus [S]. Hel-
POSHIOKPHHHBIE OITyXOJIM MOTYT BO3HHUKATh CHIOpaande-
CKH WJIM Kak MpOSBIEHHE HACJEJCTBEHHOTO CHHApPOMA
MHOKECTBEHHBIX JHAOKPHHHBIX Heomtazuii (MDH).
HanGonbliryto M3BECTHOCTh MONYYMIM MYTalUH TeHA
MODH-I, nexarye B OCHOBE CHHIPOMa MHOYKECTBCHHBIX
SHJIOKPUHHBIX Heoraswii | tuma (MOH-I). JlanubIif
CHUHJPOM SIBJISIETCSl HACJEACTBEHHBIM ayTOCOMHO-JIO-
MHUHAHTHBIM 3a00JIEBAHMEM C BBICOKOH CTEHEHBIO Me-
HETPAaHTHOCTH M XapaKTepHU3yeTcsl PasBUTHEM aJIeHOM
LIUTOBUTHOM JKeJie3bl, HEHPOIHIOKPUHHBIX OITyXOJei
racTpONaHKPeaToayoIeHaIbHOW 30HBI, a TaKKe OITyXO-
neit runoguza [6]. Hampumep, B ciyyae oOHapy)eHHs
MyTallUM WHIUBUAYANbHBIM PHUCK IIOpaKCHHWs Mapa-
IIUTOBHIHBIX JKele3 cocraBisgeT okono 90 %, To ecTh
B JTAHHOM CITy4ae HaOIIONAeTCsl MCKITIOYMTEIHHO BBICO-
Kas TEHETPAHTHOCTh MyTaHTHOTO TeHa [7]. OTmeruwm,
YTO TaKHe HOBOOOPA30BaHMS, KaK TaCTPUHOMBI, HHCYIIH-
HOMBI, TIPOJIAKTUHOMBI, HAOIOAAIOTCS MEHEE YeM y T10-
JoBUHBEI HOocuTened nedexkroB rena MOH-I [4]. Otve-
UM, uTo TeH MOH-I xomupyer OenoK, y4acTBYIOIINI
B PEryJsUM LETOCTHOCTH KJIETOYHOTO T'€HOMA.
Cornacuo nociequuM ga"HHbeiM i1 [TanHDO xa-
paxkTepHbl crequ(UYHble TeHETHUECKUE HapyILEHHUS,
Takue Kak mytamuu reHoB MEN I, DAXX n ATRX,
a Takke reHoB curHanbHoro nytu m1TOR TSC2, PTEN
u PIK3CA. Taxxe mo06aBuM, 4TO TeHETHYECKHE Hapy-
meHust B [JTanHHOP 3HauuTenbHO OTIMYAIOTCS OT TEX,
Kotopele HabOmomatorcs B [IlanHDO, u mpencraBieHb!
B OCHOBHOM MYTaIlsIMH T€HOB, BOBJICYCHHBIX B KIle-
TOYHBIA I1WKJI, Takux kak 1P53, RBI u CDKN2A
(p16) [5]. llpuunHOW cHHAPOMAa MHOXKECTBEHHBIX JH-
JOKPUHHBIX Heorutazuid Broporo tuma (MOH-II), kak
TIpaBUJIO, CIY)KUT akTuBamnus rena RET. Heobxommmo
0o0paTuTh BHUMAaHHWE HA HEOOBIYHOCTH MOJOOHON CH-

@ [Negmarp. T. 9. Boin. 1 / Pediatrician (St. Petersburg). 2018;9(1)

elSSN 2587-6252



94

0b30Pbl /REVIEWS

Tyalluu: U3BECTHO, YTO B OCHOBE IAaTOTCHE3a HACIel-
CTBEHHBIX OITYXOJIEBBIX CHHIPOMOB JIGKUT HE CTH-
MyJSIHsT QYHKIIMH OHKOTeHa, Kak B JJAHHOM Cllydae,
a WHAKTUBUPYIOIIECE JCHCTBHUE, MHIICHBIO KOTOPOTO
BBICTyIIa€T T€H-CYyIpeccop.

KNNHUKA U OUATHOCTUKA

Kak npaBniio, Hemainbeie TPYIHOCTH BO3HHAKAIOT MIPH
JTUarHocTuke cuHapoma MOH, gacThio KOTOPOTO SBIIS-
ercs HOO IDK [6]. [luarHoCcTHYECKHE BO3MOYKHOCTH
OOJIBIITMHCTBA COBPEMEHHBIX METOIOB JOOIEPAIHOH-
HOU TONMHWYECKON AMArHOCTUKU npeBbiuaroT 50—-60 %,
a pa3TUYHBIC COYETAHWS MX KOMOWHUPOBAHHOTO IPH-
MEHEHHUS TO3BOJISIOT JIOKanu30BaTh 10 80-95 % HOO
U WX OTJAJIEHHBIX MeTacTa3oB [12].

Ha cerogusimnuili AeHb PEKOMEHAYIOT CIAEAYIOLINN
anroput™ amaraoctuku HOO [19]:

1-a crynenp — aHamHe3, (U3MKaJIbHOE 00Cieso-
BaHUE, TPEAINOJIOKEHHE O BEPOSTHOCTU 3a00JICBaHMS
Ha OCHOBAaHWW KIMHUYECKUX IaHHBIX;

2-s cTyneHb — JnabopaTopHas IMArHOCTHUKA: WC-
CJIeI0BaHNEe TOPMOHAIBHOTO TIPOGHIST — OMOXHUMHYe-
CKOE HCCIICJIOBAHHE KPOBH VISl OMPEACIICHUS YPOBHS
XpOMOTpaHUHa A, CEpOTOHHMHA, HeHPOCIeUpUICCKOMI
9HOJA3bl, KAIBIUTOHWHA, a TaKXke CHenu(puuecKkux
MapKepoB I pa3muyHbiX THIOB HDO (chIBOpOTOU-
HBII KaJIbLM, TapaTrOPMOH, NAHKPEATUUECKUHN T10JIH-
MENTU], MPOJAKTUH Y JKEHIIUH, TaCTPUH, TIIIOKAroH,
WHCYIINH, KAJILIIUTOHUH | JIP.) ¥ SKTOIMMYECKUX TOPMO-
HOB (2JJp€HOKOPTUKOTPOIHBI TOPMOH, COMaTOCTaTHH,
HelipoTeH3WH W 1p.). VMccnenoBanne CyTOYHONW MOYH
IUIST OTIPEJICIICHISI DKCKPEITUU METa0O0INTa CEPOTOHUHA
5-TUAPOKCUUHIOI-YKCYCHOU KHUCIOTHI;

3-1 CTyleHb — WMHCTPyMEHTAlIbHAs JUAarHOCTHKA:
JUT BU3YaJIM3alliN OITyXOJIEH HCIIONB3YIOT YIBTPa3By-
kxoBoe uccaenoBanne (Y3M) [31], kommbiotepuyto (KT)
[1, 17] u wmarnutHO-pe3oHaHcHyt0o (MPT) Tomorpa-
¢uro [9], paaMOM3OTONHBIC METOIbl HUCCICIOBAHUS
(B psAzie CIIOXKHBIX CIy4YaeB PEKOMEH/IYIOT CEJIeKTUBHYIO
aHTHOTpaHI0 HAAMOYEYHUKOB M TIO3UTPOHHO-IMFICCH-
OHHYIO TOMOTpa(uIo), TaCTPOCKONHIO, KOJIOHOCKOIIHIO,
OMOIICHIO OuYaroB TOPAXKEHUS WM OIEPALUOHHYIO
OMOIICHIO ISl TIONTyYeHHsT OOpa3lOB TKAaHU OITYXOIIH.
Tormmyeckasi TMarHOCTHKa Ha MPEAMET BBISBICHHS ajie-
HOM WJIM THIEPIUIa3WH SHIOKPUHHON YacTH BO3MOXK-
HBIX OpraHoB-MHIIeHeH (runodus, MapanuTOBUIHbIC
U TIO/DKEITYI0UHAsI JKEJIe3bl, HaJ[OYCUHUKH );

4-s cTynieHb — MOP(QOIIOTHYECKOE U3YUCHUE TKaHEH
OIyXONMd ® 00s3aTeIbHOE MMMYHOTHCTOXUMHYECKOE
WCCIICZIOBAHUE C OMPEICIICHUEM JKCIIPECCHH MapKepOB
HEWPOIHAOKPUHHONW U depeHInpoBKH  (XpoMorpa-
HUH A W cHMHanTO(U3MH) U SK30KpUHHOU uddepeH-
UPOBKH (0OIIMI IIUTOKepaTrH 19, annTenuarb,HO-MeM-
OpauHbIid aHTUTEH). 1)1 TOpMOHATRHO akTHBHBIX HOO

OIIPEEIISIIOT CHelU(pUIecKue MapKeps! (racTpuH, DIO-
KaroH, WHCYJMH, KaJbLIUTOHWH, COMAaTOCTATHH H Ip.).
[MponudeparuBupiii  noreHiman HDO  HeoOXxoauMo
OIIpE/IeNISATh NPU IOMOIIM OKpPAIIMBAHUS HAa MapKep
npomudeparmu Ki-67. bonee moapoOHas mopdosoru-
Yyeckasi UAarHOCTHKa IIPEACTaBIeHa HIXKE.

OTnenbHO OTMETHM METOIbl JAMAarHOCTHKH, OCHO-
BaHHBIC HA ONpPEJCICHUH TOPMOHAIBLHONH aKTHBHOCTH
H20 IDK. UYpeckoxkHo-upecneueHOUHas KaTeTepu-
3anusi BopotHOi BeHbl (UUKBB) Oputa paspaborana
B 70-x rr. XX B. UyBCTBUTEIBHOCTh METONA IOCTUTACT
85-100 %, n Ha HETO HE BIUIIOT HU pa3Mep, HU pac-
nonoxkerne omyxonu [13]. Kak ansreprarusa YUKBB
B 90-¢ I mpouuIoro CTojeTHs pa3padoTand MeTox
OIIPEIeJICHNS JIOKAIN3ALUH HHCYIIMHOM — 3a00p KPOBHU
13 MEYCHOYHBIX BEH I10CJE BHYTPHUAPTEPUATIBHOU CTH-
MYJISIIIAN PA3JIMYHBIX OTJIENIOB MOKEITYA0UHOM JKee3bl
KaJbLHEM WM APYTUM CTHUMYIISITOPOM C TOCIIETYIOLINM
OIIpe/ieJIeHHEM B Mpo0ax KPOBH YPOBHS MMMYHOpPEaK-
tuBHoro nHcynuaa (MPU) u C-nentuma. AprepuanbHO
CTUMYHpOBaHHbIH 3a00p kpoBu (AC3K) BBITOTHSIOT
OZIHOBPEMEHHO C TIPOBEJICHUEM CEJIEKTHBHON apTepho-
rpaduu [DK (koHTpacTHOE BelecTBO BBOIAT MOOYEPE-
HO B racTpOAyO/ICHAIbHYIO, CEJIE3CHOUHYIO U BEPXHIOIO
OpbDKeeuHyro aprepun). UyBCTBHUTEIHHOCTH JTaHHOU
metoauku gocturaet 80—-100 % [12]. Oxnako, B OoTIH-
gyue or YUKBB, onHa nuieHa OCIOXHEHHIA, KOTOpHIE
MOT'YT BO3HUKHYTH NPH IyHKIUH Te4eHH (KpoBOTeYe-
HHE, TeMaToMa, OBPEXKICHUE BHYTPUIIEUEHOUHBIX MPO-
TOKOB U 1Ip.). [yl IOCTAaHOBKM CHHIPOMHOIO AMAarHo3a
Hapsily C U3y4eHHeM KIMHHYECKOW KapTHHBI 3a00ieBa-
HUSI UCCJIEAYIOT YPOBEHb TOPMOHOB, KOTOpPBIE MOMKET
CEKpEeTUpOBaTh OMyXonb (MHCYnMuH, C-mentua, mpouH-
cynmuH, ractpuH, nmokaron u BUII). ¥V GomeHBIX ¢ He-
(YHKIMOHUPYIOIMIMMH HJIH 3JI0KAYECTBEHHBIMH OITyXO-
JSIMU OTIPEZICIISIIOT YPOBEHB XpoMorpanuHa A. B memsx
uckimoueHus: cunapoma MOH-1 HeoOxomumo u3ydarb
TOPMOHAJIbHBIA MPO(QHIb BO3MOKHBIX OPraHOB-MHILE-
Helt — runodmsza u mapamuToBUIHBIX skene3 (CTI,
AKTT, nponakTuH, mapaTropMoH).

B Hacrosiee Bpemsi (yHKIIMOHHUPYIOIIME OITYXO-
mu IDK npuHATO nenuTh Ha ABE TPYMIIBL: OPIMOIHOO-
KpuHHble, CEKPETUPYIOIIUE TOPMOHBI, CBOWCTBEHHBIC
(hm3monorndeckoi (HYyHKIIUH OCTPOBKOB, U NAPAIHOO-
KpUHHble, BBIIEISIONINE TOPMOHBI, HECBOWCTBEHHBIC
uM. K mapasHIOKpHHHBIM OTHOCSATCSI TaKKe HEKOTO-
pble PEAKHE OIyXOJH, CEKPETHPYIOUIME APYTHe Ierm-
THIOBI U TpocTaranausas! [17, 29].

OpTO3HIOKPUHHBIE ONYXOJdU. Hucyrunoma —
onyxomv u3 6Gema-Kiemox ocmpogrog Jlameepeanca,
CeKpeTHpyIolas M30BITOYHOE KOJIMYECTBO HMHCYIHMHA
U TPOSIBIAIOUIAACS TUIOIIMKEMHYECKUM CHUMIITOMO-
KoMmIutekcoM [2]. Ee TumudHBIE TpHU3HAKKA XapakTe-
pu3yloTcs TpHUagoW Ywumiia, onucaHHoW B 1944 r:
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a) pa3BUTHE MPHUCTYIIOB CIOHTAaHHOW THITOTIMKEMUHU
C TOTepeil CO3HaHMS HATOIIAK MITH Mocie PH3NIeCKOM
Harpy3ku; 0) CHIDKCHHE YPOBHS caxapa KpoBH (HIDKE
2,2 MMOITB/JT) BO BpeMsl TIPUCTYIIA; B) ObICTPOE KYIIH-
pOBaHUE MPHUCTYIIa BHYTPUBEHHBIM BBEIEHHEM IJTFOKO-
3bl. [Ipumepno y 70 % nauneHTOB HaOMIOZAeTCs yBe-
JUYEHUE MAcChl Tela, BIUIOTH JI0 Pa3BUTHS OKUPEHUS,
00yCIIOBIICHHOEC HEOOXOMUMOCTBI0O YacTOrO TIpHeMa
YIJICBOJHOW THINK B Ka4ecTBE «jIekapcTBay [12]. -
KazoHoma (onyxonv Maniucona) — onyxons uz anvgha-
K1emox ocmposkos Jlaneepeanca, CEKPETHPYIOIINX
DTIOKaroH. [oKaroHoMbl OOBIYHO JOCTUTAIOT 3HAYH-
TENBHBIX pa3MepoB. B monmasisromeM OOJIBIIMHCTBE
cily4aeB anb(a-KJIeTOYHbIE O00pa30BaHUS 3JI0Kaue-
CTBEHHBI. [IpH TIIOKaroHomMax pa3BHBACTCS CIOKHBIN
CUMIITOMOKOMIUIEKC, HawOoJiee YacTO BKIIFOUAIOIIHIA
JIEPMAaTUT, TUadeT, aHeMHuIo W Toxymanue [13].

Comamocmamunoma (Oenbma-kiemounas onyxoib
ocmposrog Jlaneepeanca) BCTpedaeTcs KpaiiHe pel-
ko [12]. ITpu Helt yacTo OTMEYaroTCsl XONENNTHA3, caxap-
HBI 1UaleT, Tuapes WM cTearopesi, THIOXJIOPTHIPHS,
aHemust, noxyaanue. [lo-BuaumMomy, MHOTHE TIPOSIBIICHUS
OITyXOJIM TIPEJICTABIISIFOT COOOW pe3y/IbTaT OJIOKUPYOIIIe-
rO JCHCTBHS COMaTOCTaTUHA HA ()EPMEHTATUBHYIO (DYHK-
o [DK u cexpenyio Apyrux rOPMOHOB OCTPOBKAMH
Jlanrepranca, BCI€ACTBHE YEro 3TOT CHMITOMOKOMITIEKC
MHOT/Ia Ha3bIBAIOT «MHTHOMPYIOMUI cuHapom» [13].

IlapasnnoxpunHbIe onmyxonu. [ acmpunoma (cun-
opom 3onnuneepa—dnnucona) — onyxons uz G-Kiemox,
KOTOpble B (Qu3nonorudecknx ycioBusx B DK mubo
BOOOIIIE HE BCTPEUAIOTCS, THOO 0OHAPYKUBAIOTCS B He-
OOJIBIINX KOJMYECTBAX TOIBKO B CIHM3UCTOH 00OJIOYKE
KPYIHBIX BBIBOAHBIX NMpOoTOKOB. B 1955 r. amepuxan-
CKUMHU XUpypramu 30JUIMHTEPOM M DJUTMCOHOM OBLI
OTMCaH CHHAPOM, KOTOPBIH TIOTYYHII Ha3BaHHE CHHJIPO-
Ma 3ommHrepa—2Immucona (C32) ¢ HanuyneM xapax-
TEPHOT0 KOMITIEKCA CUMIITOMOB: TSKEJION peruIuBHpY-
IOLICH S3BEHHOW OO0JIE3HU JIBEHAIATHIICPCTHON KHIIIKH,
THITEPCEKPETOPHON aKTHBHOCTH CIM3UCTON OOOIIOYKH
JKeNMyZlka W SHAOKPUHHBIX TaCTPUHIPOAYIHPYIOIIHX
omyxoneit (IDK wmm unoit nokamuzarun) [3, 43]. Xa-
pakTepHbIM Tpu3HakoM Juia C3D sBnsercs auapes
(mo 30 pa3 B cyTku), KoTopas HaOIOgaeTCsl MPUMEPHO
y ToJoBWHBI marenToB. Ecim pH xemymodHoro coka
bornee 2,5, nuMarHo3 racTPUHOMBI MOYKHO HCKJTFOUHTH.
Bosnukatomue npu 3ToM ocnokHeHus (mepdopaium,
KpPOBOTEUEHMS, CTEHO3 MUJIOPUYECKOr0 OTAEeNa) — Oc-
HOBHAsl MpUYUHA JeTaabHOCTU [12].

BUlloma (cundopom Bepnepa—Moppucona) — orry-
XOJIb TIOJKEITYIOYHON JKese3bl, KOTopasi MpoxylupyeT
Ba30aKTUBHBIA MHTeCTUHANBHBIN nienTua (BUIT) u co-
CTaBJIAET OKOJO 5 % BCEX TOPMOHOIMPOAYIHMPYIOIIUX
onyxoneut pancreas. B 1958 r. Bepuep u Moppucon
OTIHMCAN CHHAPOM BOIHOW Iuaper y OONBHOTO C He-

Oera-kierouHo omyxonbto [DK. MHorma 3aboneBanue
Ha3BIBAIOT TaHKpeaTHIeCKoW xomepoi [3].

Kopmuxomponunoma — TOpMOHAJbHAs OIyXOJb
MIOJDKEITYIOYHOM  KEJE3bl. DKTOMUYECKas CEKpelus
AKTI-nionoOHOrO TOpMOHa MOMKET HAOIIOAAaThCS BO
MHOTHX OpraHax W TKaHsiX, B ToM umcie u B IDK.
Knunnyeckuii cMMITOMOKOMILIIEKC TIPU 3TOM BbIpaxa-
eTCsl IIIOKOKOPTHUKOMAHBIM THIEepKopTUiim3MomM [12].

Tapamupunoma — OINyX0db MOMKEITYJOUHON XKe-
ne3pl. [umepkanpiueMusi Kak BEAYIIMW MPU3HAK JH-
JIOKPUHHBIX OITYXOJIEH TIOKENYJOYHOH Kee3bl — SIB-
JICHHWE pellkoe. DKTOMMYECKasi CeKpenys naparropMoHa
npu anygomax IDDK okoHuarenbHO He JoKa3aHa, IO-
CKOJIBKY TPYAHO PEUIUTh, BBICTYMAIOT JIM MPOSIBICHUS
rurnepnaparupeosa pesynsrarom omyxonu DK, nmm
9TO COCTaBHasg dYacTb MHOXKECTBEHHOH DHIOKpPHH-
HOW HEOIUIa3WH, KOTOpas HEpeAKO HabIromaercs Ipu
OCTPOBKOBOKJIETOUHBIX HOBOOOpa3oBanusix [13].

B mHacrosiee Bpemst Mopdorornyeckas —va-
raoctuka HOO [DK HeBo3MokHa 03 BBITIOIHEHHS
NI'X-aHanu3a, KOTOPBIA MO3BOJISIET MOATBEPAUTH SIIHU-
TEIUATBHYI0 M HEUPOIHIOKPUHHYIO MPHUPOLY OIyXO-
Y, pa3nuyuTh OTAeNnbHbIe moAaTunsl HOO, yTouHUTH
TOPMOHAIIBHBI CTaTyC, a TaKKe OMpPENEIUTh MECTO
Pa3BUTHS TIEPBUYHON OITYXOJIH TIPHA WCCIIEOBAaHUH Me-
TacTazoB 0e3 OOHApPYKEHHOTO IMEepBHYHOTO odara [4].
Jnst  TOATBEpKJEHUST HEHPOIHIOKPUHHOM IPUPOIBL
OMyXOJIM PEKOMEHJOBaHbl JBa OCHOBHBIX MapKepa:
XpPOMOIpaHUH A — OWH W3 HamOoJee XapaKTepHBIX
Hecenn(pUIeCKuX MapKepOB, CBA3aHHBIN C TIOTHBIMH
CEKPETOPHBIMH TpaHyllaMy, U CHHANTO(GU3MH — Map-
Kep MEJIKUX BE3UKyJ. BakHO OTMETUTB, YTO SKCIIpecCUs
XpOMOTpaHMHA A MOXXET BapbUPOBAaTh WIJIM OTCYTCTBO-
BaTh B HU3KOMU(B(HEepPEHINPOBAHHBIX (hopMax, IIPH 3TOM
HaJIMIue CHHANTO(MN3NHA 0053aTETTHFHO JUIS TIOCTAHOBKH
nuarno3za HOH [4]. [Inst moATBep KICHUS SIHUTEIHATE-
Hoi mpupoasl HOO wncnonedyror UI'X-okpammsanue
Ha kepatunbl. bonpmmucrso HOH nemonctpupytor no-
JIOKUTENBHYIO JKCIIPECCHIO TPH OKpPAIIMBaHUH aHTHU-
Tenamu K nannutokeparuny (AE1/AE3) u anturenamu
K HM3KOMOJNEeKylsipHbIM 1uTokepatnHam (CKS8, CKI18,
CAM 5.2) [36]. IIpu uccnemoBaHMHM METacTa30B BbI-
coxomuddepenimpoBanHpix HOO 0e3 ycTaHOBIEHHOTO
TIEPBUYHOTO OYara ¢ TMarHOCTHYECKOH IENTbI0 PeKOMEH-
noBanbl nBa ocHOBHBIX MI'X-mapkepa: CDX2 u TTF1
[34, 36]. B psane nocieaHux padoOT NpeICTaBICHBI JHa-
THOCTHYECKHE MapKepbl, KOTOPhIe al0T BO3MOXHOCTH
g dhepeHIPOBaTh TIEPBUIHBIC OITyXOJIM OPTaHOB JKe-
mynogHo-kumegroro tpakrta u IDK: ISL1, PDX1, PAX6
u NESP55 [24, 36]. UT'X-ananu3 OSKOBBIX MapKepOB
B HACTOSIILIEE BpPEMSI OTKPHIBACT IIMPOKHE BO3MOKHO-
CTH HE TOJBKO Jy1s1 TouHou muarHoctuku HOO ITK, o
Y TSl N3yYeHUST MOJIKYJISIPHBIX OCOOCHHOCTEH JaHHBIX
HOBOOOPA30BaHU, KOTOPBIC JIEXKAT B OCHOBE WHUBU-
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JyaJIbHOTO TIOAXOJa K OIIGHKE MPOTHO3a 3a00JIeBaHMUS
Y BO3MOXKHOCTEH JIEKapCTBEHHOW TEpanuy Ha OCHOBE
TIperrapaToB HamNpaBICHHOTO AckcTBus [24, 25].
Takum o0paszoMm, KIuMHHYECKas auarHoctuka H3O0
OCHOBaHa Ha JIAOOPaTOPHOM TIOATBEPXKIICHUU crienpu-
YEeCKHX JUIS JIaHHBIX HOBOOOPA30BaHUM SHIOKPHHHBIX
CHHJIPOMOB ¥ HCIIOJIb30BaHUH COBPEMEHHBIX METOJIOB
BU3yaJM3allii JUId OOHApYKEHUsI TEPBUYHOTO oOdYara
OIyXOJIK M METacTa3oB. B CIOXKHBIX cllydasx NpH-
MEHSIFOT DHJIOBACKYJISIPHBIE METOfbl  (aHrHorpaduio,
WCCIIeIOBaHUE TIPOO PErHMOHAPHON BEHO3HOW KPOBH,
s pexTnBHOCTH KOTOpHIX cocTasisier 80-90 %), cuuH-
TUTpaduIO PErenTopoB coMarocTaruHa ¢ MHaueM-111-

okrpeotusioM  (3pdextuBHOCTE — 90 %, cneuu-
¢uanocte — 100 %), Somatostatin-Receptor-PRT:
68-Gallium-DOTATOK-PET/PETCT, [TO3UTPOHHO-

smuccuonHyo Tomorpaduro C-11-5-HTP wmmm C-11-
L-dopa (PET); FDG-PET [18]. Bo Bpems npoBenenus
MHTpaonepaoHHoil pesusnu, A.®. YepHoycoB u Ap.
[20] obsizarenpHO BhIMONHsIOT Y3U (MOY3H), a npu
HEOOXOMMOCTH — JHIOCKOMTMYECKYI0 TPaHCHILTIOMH-
Harmto. [Ipyu HeompeneneHHOCTH AMarHo3a MpPOBOIAT
Ouoricuto oOpazoBanuii DK u meuenn mox KOHTposieM
VY31 ¢ mocneayomuM TUCTOIOTUYECKUM U UMMYHO-
THCTOXUMHYECKUM HCCIIEOBAHUSAMH. J[J1 MCKITIOUSHUS
cuaapomMa MOH 1enecoobpa3Ho HapsIy ¢ TOPMOHAIh-
HBIMH HCCIICOBAHMSAMH HCIONB30BaTh JTy4eBbIE METO-
JIbl IMarHOCTUKW OpPraHOB-MUILIEHEH, a TakkKe M3y4uTb
ceMelHbIl aHamHe3. [l 3ToH Ilemu psii aBTOpPOB
npumensitor MPT runodmza, Y3 mapamuToBUIHBIX
JKernes, TIpu HeoOXomuMocTH ux cuuHTurpaduio u KT
HaamoueunukoB [20]. Ilo mamaeiM A.D. YepHOycoBa
u ap. [20], y 6onbimHcTBa napenToB (92 %) ¢ ropmo-
HaJIbHO akTMBHBIMA HOO npu m3ydeHnn KIMHUYECKOM
KapTUHBI OBLI MOCTABJIEH TOT WJIM WHOW CHHIPOMHBIN
nuarao3. UyBCTBHTENBHOCTH TPOOBI C TOJONAHHEM,
MIPOBOAUMON TIPH OPraHWYECKOM THIEPUHCYIUHHU3ME,
cocraBuia 99 %. YV 87 % nanueHToB ¢ yHOPHO peLu-
JMBHPYIOIIEH SI3BOM BCJIEICTBHE CHHApPOMAa 30JUIMHTE-
pa—DJTHCOHA TECT ¢ KAIBIINEBOW HArpy3KOM TTO3BOJIHI
MOATBEPIUTh JWArHO3 TacTPUHOMBL. UyBCTBHUTEINB-
HOCTh Hecnenpuueckoro Mapkepa HOO xpomorpa-
HuHa A cocraBuna 77 %, cnemuduuHocts — 90 %.

NEYEHUE HENPOOHAOKPUHHbIX ONYXOJEN

B Hactosiiee  Bpems €UHCTBCHHBIM — PaHKaTb-
HBIM W aJeKBaTHBIM METONOM JICUCHHUS TIPH BCEX
tunax HOO mnomkenyqouHON >Kele3bl SABISETCS XUu-
pypruueckuit [1, 8, 14, 26, 28, 41]. Tepanua H20
3aKITIOYaeTCsl B yAAJICHUH TEPBHYHOTO O4Yara OITyXOJIH
u meractazoB [37]. MckmiodeHHsT MOTYT COCTaBIISITH
MHOXECTBEHHbIE TaCTPUHOMBI ¥ HE(QYHKIUOHUPYIO-
LIME OMYXOJIU A0 2 cM [6]. YUUThIBast BHICOKYIO YaCTOTY
MHOXXECTBEHHOTO TTopaskeHHs ¥ HezuanoomacToza 11K,

XUPYPTHY Yalle BHIHYKIACHBI BHIMOIHATH PACITUPESHHBIC
BMewareiabeTBa npu curapome MOH-I no cpaBHeHuUro
CO criopaandecKuMu ormyxomsiMu. [Ipu HeodxoguMocTn
XUPYPTUYECKOTO JICUEHHS ABYX SHIOKPUHHBIX OPTaHOB
MHOTHE aBTOpHI [2, 6, 12, 47] cuuTaroT 1enecoodpas-
HBIM TIEPBBIM ATAIIOM BBITIOJHSTH OMEPAIHIO TI0 TIOBOTY
00 KIMHUYECKH HamOoJiee BRIPAKEHHOTO CHHIPOMA,
6o Ooee 3II0KadYeCTBEHHOTO HOBOOOpa3oBanus. Crie-
JIYIOIINIA Ba)KHBIM BOMPOC — 3TO 00BEM OIEPATUBHO-
ro Bmemarensctsa Ha DK npu MOH-I, npunumas Bo
BHUMaHHE MHO)KECTBEHHBIN XapaKTep MOpaXeH!s 1 He-
3UIM00acTO3. BOIBITMHCTBO aBTOPOB OTJAIOT ITPEIIO-
yTeHue peseknun [1, 6, 8, 11, 12], koTopas cocraBuia
61 % ot Bcex BMemarenbcTB [6]. YacTora mocieorne-
paIMOHHBIX OCIIOXKHEeHUH paBHs1ack 30 %, obmas Jre-
TanbHOCTh — 4,7 % [20]. IlaTuneTHsisi BBIKUBAEMOCTh
narueaToB ¢ HO0O IDK cocraBnser mpuOIM3UTETHEHO
60—100 % npu nokanuzoBaHHbIX hopmax, 40 % — npu
MECTHOPACIpOCTPaHEHHOM Iporiecce, 25 % — mpu Me-
TactaTuueckoM npouecce u 80 % — mpu BcexX CTausix
3abomeBanus [19]. Meamana BBDKUBAEGMOCTH ITTAIlACH-
TOB ¢ HuskonuddepenpoBanabivu H30 — okoro
10 mec. [19]. B cmyuyae MOH-I peruans KIMHAYECKUX
CHUMIITOMOB ObIT OTMeueH y 16 % mamueHToB, S-met-
HSiST BBDKMBAaEMOCTh OOJIBHBIX TIOCTE PaMKaIbHBIX
U IUTOPEIyKTUBHBIX BMermareascTB — 100 m 64 %
cootBeTcTBeHHO [20]. CommacHO COBpPEMEHHBIM BO3-
3peHUsIM TMaIMEHThl ¢ HedyHkuuoHupyromumu H30
IDK nopnexar XupypruueckoMmy JICUSHHIO. Y UHUThIBaS,
YTO B MOAAaBISOMEeM OonbmuHCTBe cirydaeB HOO DK
SBJISIFOTCSI 3JIOKQYeCTBEHHBIMH, Yallle NMPUMEHSIOT 00-
[MIMPHYIO JUCTAJbHYIO WIHM IAHKPEATONyOleHAIBHYIO
pesexuuto [6, 10, 19, 20]. Bonpume pasmepsl omy-
XOIlell He CIy)aT TPOTHUBOIMOKAa3aHWEM K OIeparun
Y TIpH HEOOXOAMMOCTH BBITIONHAIOT MaHKPEaTOmyoie-
HapHYIO0 pesekiuio (I1/IP), menTpampHyo pe3eknuto
WIA JMCTalbHYIO PE3EKIHI0 IODKETYI0YHOM Kele-
36 llpm HEPYHKIMOHUPYIOUIMX 3JI0KaueCTBEHHBIX
HS0 mnoxkazana pacumpeHHas u gake KOMOMHHPOBaH-
Has peseknus [DK (¢ ymamenmeM COCETHHX OPTaHOB)
[14, 17].

[Ipu pacnpocTpaHEHHBIX OIyXOJEBBIX MPOLECCAX,
HaJU4uMu MeTacTa3oB M peuuauBax HOO st ymeHb-
IIEHNS] MacChl OMYXOJIH HCIIOIB3YIOT IIUTOPEYKTHBHEIE
METO/IBI JICUEHHS: XUPYPTUIECKYIO PE3EKIHIO OITyXOJIH,
PaZMOYaCTOTHYIO A0JISIIINIO, SMOOHM3AINI0 U XUMHOIM-
Oosm3aruio MeTactaszoB B niedeHu. [Ipu Bricokoaudde-
pernupoBanHbix HOO ¢ mHIekcom mponudeparnBHON
aktiBHOCTH Ki-67 menee 3 % MNpHUMEHSIOT aHAJOTH
comarocrarnHa (ACC) wu mpenaparsl uHTEpQeEpoHa.
[lpu  BoIcOKOMHM(D(HEPESHIIMPOBAHHBIX  YHIOKPHHHBIX
kapuuHomax ¢ Ki-67 or 3 mo 20 % pexomeHIyroTcs
XUMHOTEPANHs CTPENTO30IIMHOM C JIOKCOPYOHMITHHOM
nr00 TEMOAAJOM C KarlelMTaOMHOM W TIPUMEHEHHUE
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AHAJOrOB COMATOCTaTMHA JAJIsl KyNUPOBaHHS KapLHHO-
uaHoro cuHzapoma [15]. IlepcrekTUBHBIM HarpaBiie-
HUEM SIBIIACTCS M3ydeHHe KOMOWHHPOBAaHHOHN Tepamuu
XMMHUOTEPATIeBTHICCKUMH U TapreTHBIMHU TIperiapaTamu:
TemozosoMun + sBeponumyc,  FOLFOX + GeBarm3y-
Ma0, XELOX + OeBanmzyma0, mukiodocdamum + co-
padenn6. M3ywarorcss KOMOMHAIIMM JIBYX TapreTHBIX
MperaparoB, HaNpuMmep, copadeHud + 3BEpoIIMYC,
MACUPEOTH]I + IBEPOIUMYC, IBEPOTUMYC + IPIOTUHUO
U IMKCyTymyMmal + okTpeotun. B Hactosimee Bpemst
TIPOBOMIATCS. UCCIICIOBAHUS TI0 TMpPUMEHEHHUI0 (hakTo-
pa Hekposa omyxoneit (PHO) u muTepdepoHa-ramma
[16, 30]. Heobxogmmo m00aBHUTH, UTO ISl YCHJICHUS
AHTUIIPOJIU(PEPATUBHOTO U AHTUCEKPETOPHOTO A deKTa
H30 ¢ xapuuHOUIHBIM CHHIPOMOM HCIIOIB3YIOT KOM-
OMHAIMIO aHAJIOTOB COMATOCTATHHA W TIPErapaToB HH-
tepdepona [19]. B mporiecce kaHIeporenesa HapyIa-
eTCsl PeryIsiysl 3TOH CUCTEMBI U KJIETKA TIOJ[BEPracTcst
37I0Ka4ecTBEeHHON TpaHcdopmanuu [19, 25]. Ha ceroa-
HSIIHUHM JIeHb XMMHOTEpAIus TI0Ka3aHa IPH TeHepaIu-
30BaHHBIX (hopMax HU3KomudhepeHmpoBadHpx HOO,
a TaKXkKe TPH OITyXOJISIX, PE3UCTEHTHBIX K APYTUM BHJIaM
neuenus [15, 18].

3AKNIOYEHUE

XUpyprudueckoe II€UeHHE Ha CETOAHSIIHUN JCHb
OCTaeTcs METOZOM BhIOOpa M €IWHCTBEHHBIM CIIOCO-
00M, TAOIIMM BO3MOXXHOCTH JIOOUTHCSI BBI3IOPOBJICHUSI.
[lepcniekTuBEI Je4eHUs1 OOJMBHBIX C HEpE3eKTaOeIbHbI-
Mu HOO cBs3aHbI B IEpBYI0 O4epeb ¢ MPUMEHEHHEM
IpenaparoB TapreTHoro aeictsus. OHU MO3BOJIST pas-
pabareIBaTh TPOTPaMMBI CBOEBPEMEHHOW paHHEW ak-
TUBHON mepcoHuduuupoBannoii tepanuun HOO TDK.
Wrak, panuoHaabHOE M KOMIUIEKCHOE HCIOJIB30BaHUE
COBPEMEHHOI'0 apcCeHasla OIEPATUBHBIX M TEpares-
TUYECKUX METOAOB JAaeT BO3MOXHOCTH 3HAUYUTEIIBHO
MPOUIUTH )KU3Hb U YAYYIIUTH €€ Ka4eCTBO Y OOJBHBIX
C MeTacTaTM4eCKUMHU (OpMaMH HEHPOIHIOKPHUHHBIX
OITyXOJIEH MOKETYIOUYHON KENe3Bl.
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