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YCMNEXH MOJIERYNIAPHON OHKOJNOTHH

H3iipo3HAOKPuUHbIe HOBOOGPAa30BaHUA NOAKENYA0UHOI Henesbl:
HOBbIe acnekmbl Mopgonoruyeckoi knaccuurayuu
(BcemupHas opraHu3zauyus 3gpasooxpaHenus, 2017)
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Yemeepmoe uzdanue Kraccugurxayuu S3HO0KpUHHbIX onyxoneil BcemupHoil opeanuzayuu 30pasooxpanenus (BO3), onyoaukosannoe 6 2017 e.,
codepicum cyuecmeerHble Hogble OaHHble 6 pasdene, NOC8AUCHHOM NAHKPeAmU4ecKUM HelipoIHOOKPUHHbIM HoeooOpasoeansm (IlanHIH).
B Oannoii pedakyuu 0cHOBHble U3MeHeHUs 0A3UPYIOMCsl, 2AA6HbIM 00PA30M, HA HOBbIX MOAEKYAAPHBIX OAHHbIX, 4 MAKICe HA 0COOEHHOCMAX
KAUHUYECK020 NOBedeHUs ONyXoaell, Gbis8AeHHbIX 3a nepuod, npoweduiuii ¢ momenma evixooa ¢ 2010 e. kaaccugpuxayuu BO3 onyxoaeii
nuuesapumensHoll cucmemsl. B coomeemcemeuu ¢ H080i KaaccugukayuoHHoi cxemoli, npedcmasaeHHol 8 pazdene onyxoaell HelposHOo-
KpunHoll wacmu naukpeac, llan HPH eéxarouarom 310kauecmeeHHble 8biCOK00UDhepeHyuposantle HeipoIHOOKPUHHbIe HOB000OPA308aHUS
(HPH), komopbie Hazvisaromces naHkpeamuueckue HelipoaHookpurHsle onyxoau (Illan HI0), u Huzkodugpgepenyuposanusvie HIH, komo-
pble 00BeduHsem mepmMur <naHKpeamu4eckui HetipoaHookpurtslil pak» ([lanHIP). [lanHI0 danee pazdeasiom c yuemom npoarugepa-
MUBHOIL aKMUBHOCMU HA onyxoau mpex cmenereii 3n10xkauecmeennocmu (Grade, G): G1 (<2 mumo3zoe na 10 HPF (high-power field, noae
3peHus npu 6oavuiom yeeauvenuu) u undexc Ki-67<3 %), G2 (2—20 mumosos na 10 HPF uau unoexc Ki-67 3—20 %) u G3 (>20 mumo3oe
Ha 10 HPF uau undexc Ki-67 >20 %). Hosas kameeopus ébicokooupgepenyuposantuix Heliposndokpuntsix onyxoaeii G3 6 dannoil pedak -
yuu Kaaccuguxauuu BO3 egedena enepsoie. Ilan HIP kaaccuguyupyrom kak Hoeoobpazosanus G3 u dasee noopasoensiiom Ha MeaKoKae-
MOuHbLiL U KPYNHOKAeMOUHblil pak. B nacmosiuem 0630pe mbl ocmarnogumcs Ha Hovlx xapakmepucmukax Han HOH u pexomendoganHbix
UBMEHEHUSX, KACAIOWUXCS UX MEPMUHOA0UU U KAACCUDUKAUULL.

Karouesote caosa: nodicenydounas ynceaesa, HeUpoIHOOKPUHHBLI PaK, HOB000PA308aHUe, ONYXO0Ab, PAK, MOpooeus, Kiaccugukayus,
CMeneHb 310Ka4ecmeeHHOCmu, cmaous
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Pancreatic neuroendocrine tumors: new aspects of morphological classification
(World Health Organization, 2017)
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The fourth edition of the World Health Organization (WHO) classification of endocrine tumors published in 2017 contains substantial new
findings in the topics of pancreatic neuroendocrine neoplasms (PanNENs). In this edition, major modifications are mainly based on new
molecular knowledge as well as the clinical behaviour of these tumors accommodated since the previous 2010 classification of degestive tu-
mors was published. According to the new classification scheme Pan NENs include malignant well-differentiated neuroendocrine neoplasms
(NENs), which are called pancreatic neuroendocrine tumors (PanNETS), and poorly differentiated NENs, which are called pancreatic
neuroendocrine carcinomas (PanNECs). PanNENs futher divided into three Grade (G) on the base of cell proliferation: G1 (<2 mitoses on
10 HPF (high-power field) and Ki-67 Index <3 %), G2 (2—20 mitoses on 10 HPF or Ki-67 Index 3—20 %), G3 (>20 mitoses on 10 HPF or
Ki-67 Index >20 %). The new category NET G3 was first introduced in this edition of the WHO classification. PanNECs is classified as G3
neoplasms (>20 mitoses on 10 HPF or Ki-67 Index >20 %) and additionally divided into small cell NEC and large cell NEC. In this review
we focus on some of the new features of Pan NETs and recommended changes of their terminology and classification.
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Bsenexue xKege3bl [1]. OCHOBHbIE U3MEHEHUS 0a3UPYIOTCS, T1aB-
YerBepras penakiivs kjiaccubukanuu BceMupHoii  HBIM 00pa3oM, Ha HOBBIX MOJEKYJISPHBIX HaHHBIX,
opraHuzauuu 3apaBooxpaHeHust (BO3) sHIOKPUMHHBIX A TaKXKe Ha OCOOCHHOCTSIX KJIMHUYECKOIO IMOBEAEHUS
omyxoJjeii, onyoaukoBaHHast B 2017 I., CONEPXMT psii  OIMYXOJei, BBISIBJIGHHBIX 3a MIEPUOI, MPOIIEAIINI C MO-
JIOTIOJTHEHUI B MOJAX0JaX K IMarHOCTUKE HEeHPOdIHI0- MeHTa Bbixoaa B 2010 1. knaccudukauuu BO3 onyxoneit
KpUHHBIX HOBoOOpa3zoBaHuii (HOH) momxenygouyHoil  mullleBapUTEJIbHOM CUCTEMBbI, KOTOpas BKJIo4ajaa Kpu-



Tepuu At auarHoctuku HOH nmoaxenymouHoii xxene-
3bl [2].

IMTankpeatuueckue HOH (ITanHD®H) npencraBinsior
€00011 reTepOreHHYIO IPYIITY SIUTETUATBHBIX 3I0KaYeCT-
BEHHBIX HOBOOOpa30BaHMI, KOTOPbIE pa3BUBAIOTCS
13 HEMPOSHIOKPUHHBIX KJIETOK ITOIKETYIOUYHOM XeIe3bl
(octpoBkoB Jlanrepranca) [3, 4]. Ha ux noiio npuxoauT-
cs IpUMEPHO 2—5 % OT YKclia OIyXoJiel IMOIKeTyI0YHOM
KeJIe3bl, a YaCTOTa Pa3BUTHSI COCTABJISIET MeHee 1 ciydas
Ha 100 ThIic. HaceneHus B rod. [Ipu aToM pacpocTpaHeH-
HOCTb JaHHOM TPYIIIIBI OITyXOJIeH IMOIKETYI0UHOM XKeJle-
3bl 3HAYUTEJIGHO YBEJIMIMBACTCSI B TIOCAENHUE 4 NeCITH -
JIeTUs1, HauboJiee BEPOSITHO, OJjlaromapsi MOCTOSIHHOMY
pacUIMpPeHNIO TUarHOCTUYECKUX BO3MOXHOCTel. Ormyxo-
JIU HE JEMOHCTPUPYIOT pa3iWyuii B 4acTOTe Pa3BUTHS
B 3aBMCMMOCTH OT I10J1a ITalIMEHTOB 1 HAa0JII0Ial0TCs B pa3-
JIMYHOM BO3pacTe C MMKOM BbIsIBIIseMocTH B 30—60 JsieT.

ITanH®H umeloT BhipaxkeHHYI0 HEHPOIHIOKPUHHYIO
nrddepeHIUPOBKY, KOTOPast ITPOSIBIISIETCS OCOOEHHOCTSI -
MM THCTOJIOTMYECKON CTPYKTYPhl 1 UMMYHOTUCTOXMMMU-
YECKOM 3KCIpeccueil cuHanTodu3rnHa, a Takxke B 00JIb-
IIMHCTBE CiIydyaeB XpoMorpaHuHa A. JlaHHas rpyrma
OITyXOJIel BKIJIIOYAET 3JI0KA4eCTBEHHBIC BBICOKOAM(pdhE-
peHmpoBaHHble HOH, KoTopble Ha3pIBaloTCs MaHKpea-
TUYEeCKUe HelpoaHAoKpuHHbIE omnyxoau (ITanHDO)
u Hu3KoauddepeHuuposaHubie HOH, koTopbie 00bean-
HSIET TEPMUH <«ITaHKpeaTUYEeCKUi HeMPOIHIOKPUHHBIN
pak» (kapuuHoma) (ITanHHOP).

IManHBO sBnsitoTcsl B OCHOBHOM MEMJIEHHO PacTyIIH-
MU HOBOOOPA30BaHMSIMU C TTOKazaTeasiMu oouiei 5-, 10-
u 20-1eTHei BopkuBaeMoctd 33, 17 1 10 % cooTBeTCTBEH-
HO. XUpypruyeckas pe3eKLMs OIyXOJu 3HAYMTEIbHO
yAydIlaeT 3TU Moka3atesid. HarpoTus, mpy arpecCUBHOM
U 6bicTpo pacTtyieM [TaHHDP nmpono/kutebHOCTD XKU3-
HU maluueHTOoB peako npesbiaeT 1 rog. [TanHDO noapa-
3IENSIOTCS Ha (PYHKIMOHUPYIOIINE U HEPYHKIMOHUPYIO-
e HoBooOpaszoBaHUs. OIMyXoju, acCOLUMMPOBaHHbIE
C KIIMHUYECKUMU CUHAPOMaMU, BbI3BAHHBIMU aHOMAJTbHOM
MPOAYKIIVEH TOPMOHOB, pACCMaTPHBAIOT KaK (DyHKIIMOHU -
pytoue (cunapoManbHbie) [TanHBO. K HUM oTHOCSTCS
WHCYJIMHOMBI, TaCTPUHOMBI, IJTIOKaroHoMbl, VIPombl
U ApyTue 0oJiee peakue HoBooopasoBaHus. HedyHkimo-
Hupywomue (HecuHapoMaibHbie) [TanHHDO0 He accouuu-
pPOBaHbI ¢ KIMHWUYECKMMU CUHAPOMAaMU TOPMOHAIbHOI
TMIEPIPONYKIIMHA, HO MOTYT CEKPETUPOBAaTh MENTUIHbIC
TOPMOHBI MJTY OMOT€HHbIE AaMUHBI B KOJIMYECTBE, HEOCTa -
TOYHOM JIJIS1 TOTO, YTOOBI BEI3BATh COOTBETCTBYIOIIIME CUM-
MITOMBI ¥ TapaHeoIUIaCTUYEeCKHe CUHIPOMBI. OIyXxoin,
uMmerone auaMmeTp <5 MM, OOBIUHO SIBJISIIOTCS HEe(hyHK-
LIMOHUPYIOIIUMU ¥ 0003HAYAIOTCST KaK HEMPOIHIOKPHH -
Hble MUKpOaaeHOMBI. 1o mocieqHuM gaHHBIM, He(yHK-
monupymomme [TaHHBO cocrasngior >60 % ot yuncia
Bcex [TanHOH.

B 10—20 % cay4daeB BbicokonubdepeHIMPOBaHHbIC
[TanHH®O MmoryT OBITh acCOLMUPOBAHBI C T€HETUYECKU
JIeTePMUHUPOBAaHHBIMU HACICACTBEHHBIMU CUHAPOMaMHU,
TaKUMM KaK MHOXECTBEHHAasl SHIOKPMHHAsI HEOoIlIa3usi

1-ro Tuna (multiple endocrine neoplasia type 1, MEN-1),
cuHapoM ¢doH Tunnensi—JIungay (von Hippel—Lindau,
VHL), Heilipopudbpomaros 1-ro tTumna (neurofibromatosis
type 1, NF-1), Ty0epo3HbIii CKJIepO3, IIIOKAroH-KJIeTOYHast
TUCTIIa3Usl Y HeoIl1a3usl.

Hna IMManHDO0 xapakrepHbl crienpUIHbIEe TeHETUYE-
CKHUe HapylLIeHUsI, Takue Kak MyTaluu reHoB MEN 1, DAXX
u ATRX, a Takke reHoB curHaiabHoro Iyt mTOR TSC2,
PTEN u PIK3CA. Tenetnueckue HapyiieHus B [TanHDP
3HAYUTEJIbHO OTJIMYAIOTCS OT TeX, KOTOpbIe HaOII0AaI0TCs
B [IanH®O, u npeacraBiaeHbl B OCHOBHOM MyTaLlUSIMU
T€HOB, BOBJICYEHHBIX B KJIETOYHBII IIUKJI, TAKUX Kak 7 P53,
RBIvCDKN2A (pl6).

B knaccudpukaunuio BO3 (2017) BkiiroueHa HoBas
nuHbopmManKsgd B OTHOLIEHUMM OCHOBHBIX KaTeropui
[TanHBOH, cucrtemsbl rpagannu, a Takxke CTaAUPOBAHUS
3TUX OMYXOJEeH.

HoBble achekmbl Knaccutukayuu Heipo3HAORPUHHBIX

HoB0oOGpa30BaHull NOMKENYA04HOI Hene3bl

(Bcemupnas oprasusayus 3apasooxpaxenus, 2017)

Kinaccudpukamus BO3 (2010) onyxoneii nuineBapu-
TeJIbHOM cucTeMbl pazaensieT HOH xenynouHo-Kuleu-
HOTO TpaKTa W IOMIXETYIOUYHOM Xeae3bl Ha 2 TPYIIIbI
Ha OCHOBaHMM MOP(OJIOTMU U YPOBHS Ipoiudepaliin;
naHkpeatudeckue (1) BeicokoauddepeHLmpoBaHHbie HOH,
0003HavYaeMble KaK HeMpoaHIoKpUuHHBIe ormyxonu (HDO0)
u (2) nuzkonuddepeHuupoaHusie HOH, o603Hauaembie
KaK HeMpOsHIOKPUHHBIN pak (kapuuHoMma) (HOP). ITan-
H3O0 panee pazaensiiv ¢ yueToM IpojvdepaTuBHOM ak-
tuBHOCTU Ha HOO Grade 1 (G1) (<2 muto3os Ha 10 HPF
(high-power field, rojie 3peHus1 Ipu OOJBLIIOM YBeIUYE-
HuM) u uHaekc Ki-67 <2 %), iu6o HOO Grade 2 (G2)
(2—20 muTo30B Ha 10 HPF wan nupexc Ki-67 3—20 %).
I[TanHBP knaccuduumpoBaau Kak HOBOOOpa3oBaHMUS
Grade 3 (G3) (>20 muto3os Ha 10 HPF wm nnnekc Ki-67
>20 %) n nanee noApa3nesian Ha METKOKJIETOUHBINA MU
KPYIHOKJIETOYHBII paK.

Knaccudukauus BO3 (2010) siBasiiachk (pyHKLIMOHAb-
HOW 1 3(pHEeKTUBHO CTpaTU(dULIMPOBaa BbIKUBAEMOCTh
ITanHB®H, Ho 3a BpeMs1, poleaiiee C MOMeHTa ee Iy0u-
Kaluu, ObUI0 OOHapyXeHo, uTo HekoTopble [TanHOH,
UMeloLIe TucToaorndyeckue xapakrepuctuku [TanH30,
JNEMOHCTPUPYIOT MHIEKC MposinhepaTUBHON aKTUBHOCTH
Ki-67 >20 %. Hanbosee yacTo 310 HabJtogaeTCs B MeTa-
cTa3ax B [IEYEHM, KOTOPhIE Pa3BUBAIOTCS B IPOLIECCE OIY-
XOJIEBOM IIporpeccuu. B COOTBETCTBUU ¢ KPUTEPUSIMU
kinaccudukaimy BO3 (2010) mogo6HbIe omyXxoJieBble oya-
I'Ml JOJKHBI OBITh AMarHocTUpoBaHbl Kak [TanHDP. OnHa-
KO, HECMOTpPSI Ha TO YTO MPOTHO3 3THUX OMyXOJiel, KaK
okazajochb, xyxe, ueMm y H90O G2, ux Ouosornyeckoe
IOBEICHUE TeM He MeHee SIBJIICTCS MeHee arpeCCUBHBIM
o cpaBHeHuto ¢ [TaHHDP. Kpome Toro, atu HoBoOOpa-
30BaHUs JIEMOHCTUPYIOT MPHM3HAKM, aCCOLMMPOBAHHBIC
¢ [TanHBO0 (Hanpumep, 3KCIIPECCUI0 TOPMOHOB Y TOPMO-
HaJIbHbIE CUHIPOMBI), M HE UMEIOT TeHETUIECKUX aHOMa-
Jmit, xapaktepHbix 17151 [TanHBOP (HanpuMmep, nuamMeHeHui
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9KCIpeccuM U MyTtaiuii reHoB TP53 u RBI). boinee Toro,
pe3yJIbTaThl UCCISIOBAHMUIA, TTOCBAIIEHHBIX U3YYEHMIO Te-
yeHus 3a00J1eBaHus y TALIMEHTOB ¢ AuarHo3oM [TanHHOP
cornacHo kputepusim Kiaccugukauuu BO3 (2010), no-
KazaJiu, YTO IpH 1-i IMHUK TUTaTUHOCOIEpKAIIE XUMUO-
Teparmu, KOTopast UCIIONb3YeTCs IS JIeYeHUST HU3KOaU (-
¢epenuupoBaHHbix [lanHHDP, nauueHTh, uMemOLINe
HOBOOOpa3zoBaHus ¢ uHAekcoM Ki-67 <55 %, xyxe oTBe-
YaloT Ha TepallMio, HO MMEIOT JIyYlllyl0 BEDKMBAEMOCTb,
yeM OoJsibHBIE ¢ MHIeKcoM Ki-67 >55 %.

Ha ocHoBaHWM TIpeaCTaBIEHHBIX TaHHBIX KJIacCUpM-
kauust BO3 (2017) onyxosneli SHIOKPMHHBIX OPraHOB B IJ1a-
Be, nocseHHoi HOH nomkenynouHoit xee3bl, Mpe-
CTaBJISIET HOBYIO KaTeroputo onyxoJjeit — [TanHBO G3.

HoBoe B momxomax K OIEHKE OCHOBHBIX KaTeropwuii
1 ypoBus nposuepatusHoii akTusHocTd [TanHDH. HoBas
kareropus [TanHOH —ITanHB0 G3 — 310 onyxoju, Ko-
TOPBIE COXPAHSIIOT BEICOKOAU(GhEPeHIIMPOBAHHYIO THCTO-
JIOTUYECKYIO MOJIEJIb CTPOCHUS, HE IEMOHCTPUPYIOT BbIpa-
KEHHYI0 MMMYHOTHCTOXMMUYECKYIO 3KCIpeccuio pS53
u rotepro RB, Ho nMmetor unaekc Ki-67 >20 %. Bepxuero
ITOPOrOBOT0 YPOBHSI MUTOTUYECKOTO MHAEKCA MIM MHACK-
ca npomudepanyn Ki-67 mist HBO G3 He ycraHOBIIEHO,
HO 3HAYCeHUsSI 3THX ITOKa3aTejieil OOBIYHO COCTAaBIISIIOT
<20 muto3oB Ha 10 HPF u <55 % cootBercTBeHHO. [1aH-
H30 G3 moryt cogepxaTb KOMIIOHEHT HU3KOM CTEIeHU
3JI0KaYeCTBEHHOCTH UJIU OBITH OOHAPYKEHBI KAK METacTa3bl
y nauueHToB, Kotophle paHee umenu [lanHD0 G1 wim G2.
ITanHBP G3 coxpaHsier mokaszaTejib HU3KHETO [IOPOroBO-
ro ypoBHs nHaekca Ki-67, pasuslii 20 %, HO IeMOHCTpH-
pyeT HU3Koau(depeHIIMPOBAHHOE TUCTOJIOTMYECKOE CTPO-
eHMe (MEJKOKJIETOYHOI'O MJIM KPYITHOKJIETOYHOIO THUIIA),
a TakxKe 4acTo akcrpeccupyeT p53 u tepsieT RB, kpome
TOTO, /11 HETO XapaKTepHO OTCyTCTBUE aKcnpeccuu ISLI
u coxpaHeHue akcrnpeccun DAXX u ATRX.

B tabnute npencraBieHbl OCHOBHBIE KaTeropuu HOH
TITOIXETYIOYHOM XeJie3bl ¢ y4eToM auddepeHIIMPOBKU
U CTEeTICHU 3JI0KaYeCTBEHHOCTU B COOTBETCTBUM C KPUTE-
pusimu knaccugukauuu BO3 (2017).

PesysbraThl nccieqoBaHUiA, MPOBEACHHBIX Ha 0OJIb-
IIMX BEIOOPKAX MallMEeHTOB, MIOKAa3aJIu, YTO OOJIbHBIE C K-
arHo3zoM HOO G1 u G2 nMeroT 3HaYuTeIbHO 0oJiee Bbl-
COKMI pPHUCK IIPOrpecCUpOBaHMS 3a00JIEBaHUS, €CIIU
B KauyecTBe IMOPOBOTO YPOBHSI MHIEKCa IMposnbepaluu
Ki-67 ucnonbayercst mokazatenb 5 % BmecTo 2 %. OnHa-
KO TTOKa He HAaKOIMMJIOCh IOCTaTOYHO JI0Ka3aTeIbCTB TOTO,
YTO JaHHBIN OO0Jiee BHICOKMI ITOPOTOBBIN YPOBEHb HAET
OCHOBaHMeE ISl UBMEHEHUS MOIXO0A0B K KIMHUYECKOMY
BEICHMIO MAIIMEHTOB, YTO He IMO3BOJISIET B HACTOSIIIECE Bpe-
Msl YTBEPIUTD €r0 HOBOE 3HAYCHUE.

Kareropust runepIiacTU4eCKUxX U MPeHeoIuIacThuye-
CKMX MOpaXXeHMI, BKIIOUeHHas B Kiaaccugukauuio BO3
(2010), ObL1a yrpa3gHeHa B HOBOM, TaK KaK He ObLIM YETKO
WAEHTU(ULIPOBAaHbI M3MEHEHMs], TIpe/IecTByoue [1aH-
H®H u accounrpoBaHHBIE CO CITOPaINYECKMMU HOBOO-
Opa3oBaHUSIMU. DTU U3MEHEHUST ObUIA YETKO OIMMCAHBI
ToibKo B ciayvasix MEN-1, cunapoma VHL u riirokaros-
KJIETOYHOM TUCITIa3UM U HEOIUIa3uu (paHee Ha3bIBaeMOM
IJIIOKArOH-KJIETOYHBIN aleHOMATO3).

OnpeneeHne KaTeropuu <«maHKpeaTHdecKass Heipo-
sHaoKpuHHas omyxoJib (ITanHDO)». Kareropus [TaHHD0 —
3T0 BhicokoauddepeHuupoBaHHble HOH HM3Koi1, Tipo-
MEXYTOYHOI WJIM BBICOKOM CTEIIEHU 3JI0KaYeCTBEHHOCTH,
ITOCTOPOCHHBIE KJIETKAMU ¢ MMHUMAaJIbHOW WU YMEPEH-
Hoil atunueit. Omyxojiu JeMOHCTPUPYIOT OPraHOUIHYIO
MOJIEJTb CTPOCHUSI, OTCYTCTBUE HEKPO30B 1 IKCIIPECCUPY-
10T O0LLIME MapKepbl HEHPOIHIOKPUHHOMN AnddepeHLI-
poBKU (IMPEDY3HO 1 UHTEHCUBHO CUHANTO(MU3MH, a TaK-
K€ OOBIYHO XPOMOTPaHUH A) M IMaHKpeaTU4eCKUe WU
3KTOMMYECKUE TOPMOHBI (OOBIYHO MHTEHCUBHO, HO

Knaccudukanusa BeemupHoii opranusauuu 3apasooxparenus (2017) u rpaganusi naHKpeaTH4eCKUX HEPOIHAOKPUHHBIX HOBooOpa3osanuii (ITanHDH)

MO/KeJTyI0YHOM 2KeJie3bl

Knaccndukanus/Grade

Hnpexc npomdepannu Ki-67, %

MMUTOTHYECKHIi MHIEKC

Bricokoauddepenmuposannsie [lTanHOH: nankpeatnueckune HeiipoannokpuHHbie onyxom (ITanHD0)

[ManHB0 G1
MManH30 G2
ManHB0 G3

<3 <2
3-20 2-20
>20 >20

Huskomuddepennuposannpie [TanHDH: nankpearnyeckuii HeitposHaoKpunHbIi pak ([IanHDP)

[ManHDP G3
MenKOKJIETOYHBIN THTT

KpynmHOKIJIETOUHBI TUTT

>20 >20

CMelaHHbIe HEMPOIHIOKPUHHbBIE HEHENPOIHIOKPUHHBIE HOBOOOPA30BAHMSI

Ilpumenanue. Hnoexc nporughepayuu Ki-67 6azupyemes na ouenke >500 kaemok 6 obnacmsx Haubosee 6bicoK020 sdeproeo mevenus (hotspots).
Mumomuueckuii unoekc — Ha ouerke Mumo308 é 50 noasix 3penus npu boavuiom yeeauuernuu (high-power filds, HPF; 0,2 mm?) 6 obaacmsax nauboavuiei
naomuocmu u svipaxcaemces kax mumoswvt 6 10 HPF (2 mm?). Grade onpedeasiemes na ochosanuu Haugvicuiezo nokazamens. s oyenku undexca Ki-67

peKomeH&yemc;l noocuem ¢ UCHONb308AHUEM pacnevamaHHo20 u306pamemm.



He Bcerna nuddy3Ho). Ha ocHoBaHuU ux nponudepaTrs-
Hoit akTuBHOCTH [TanHDO pasrpaHUYMBalOT MO CTEMEHU
3nmokadecTBeHHOCTH Kak G1 (<2 muto3oB Ha 10 HPF u nH-
nekc Ki-67 <3 %), G2 (2—20 muto3oB Ha 10 HPF wiu un-
nexe Ki-67 3—20 %) u G3 (>20 murtoszos Ha 10 HPF wim
unaekc Ki-67 >20 %) (cm. Tabnuily). B ciydasx Hanuuust
aCCOIMUPOBAHHOIO KJIMHUYECKOIO TOPMOHAIBHOTO CUH-
npoma [TanHDO MoryT ObITh gajiee Kiaccu@uIpoOBaHbI
KaK MHCYJIMHOMA, IJIIOKaroHOMa, COMaTOCTaTUHOMa, Ta-
crtpuHoMa, VIPoMa, cepOTOHMHITPOAYLIMPYIOIIAs OIyXOJb
(C KapLIMHOMIHBIM CUHIPOMOM UJI O€3 HEr0), OIyXOJib,
MPOAYLIMPYIOIIasl afpeHOKOPTUKOTPOITHBII TOPMOH, H T. 1.

OnpeneneHue KaTeropud <«MaHKPEATHYECKHil Heipo-
supokpuHnblii pak (ITanHDP)». Kateropus [TanHHOP — s10
HuskoauddepeHuupoBaHHble HOH BbICOKOI cTeneHu
3JI0KAYECTBEHHOCTH, IIOCTPOSHHBIE M3 ATUITMYHBIX MEJTKUX
KJIETOK WJIM KJIETOK IIPOMEXYTOUHOTO M KPYITHOTO pa3Me-
pa, KOTOpbIE 3KCIIPECCUPYIOT OOIIMe MapKepbl HeHpo-
SHAOKPUHHOI AuddepeHIpoBKU (IMdEPy3HO 1 ciabo
CUHANTO(GU3UH U ¢J1a00 Win (POKATbHO XPOMOTPaHUH A)
U PEIKO TOPMOHBI, HO HE IEMOHCTPUPYIOT 3KCIIPECCUIO
MapKepOB 9K30KPUHHBIX TOPMOHOB (HalIpuMep, TPUIICH -
Ha, XUMOTpUIicuHa U ap.). C yuyeToM ypoBHsI nipoaudepa-
TUBHOM akTUBHOCTU (>20 muTo30B Ha 10 HPF wnu nungekc
Ki-67 >20 %) ux paccMaTprBarOT KakK OIYXOJIM BHICOKOM
cTeneHu 3nokadyecTBeHHOCTU ((G3), KoTophie moapasie-
JISIIOT Ha MEJIKOKJIETOUYHBIM MM KPYITHOKJIETOYHBIN pak
(cM. TabauLLy).

HogBoe B TepMHHOJIOTHH CMEHMIAHHBIX HOBOOOPA30BAHMIA.
Jpyroe usmeHeHue B 4-i1 penakiuu Kiaccudukauuu BO3
(2017) oTHOCUTCSI K TEPMUHOJIOTUM, KOTOPAsT UCITOJIb3Y-
eTCsI 151 0003HAYEHUST CMEIIaHHBIX HOBOOOPa30BaHUIA.
ITocKoIbKY 3TH OITyXOJIM MHOTIA OBIBAIOT BHICOKOAM®D-
(bepeHIMPOBAaHHBIMU M MOTYT COJEpXKaTh WHOM, 4eM
aZleHOKapIIMHOMa, HEHEMPOSHIOKPUHHBI KOMIIOHEHT,
ObLI BBEJIEH TEPMUH «CMEIIaHHOE HEMPOIHIOKPUHHOE -
HEHEHMPOIHIOKPUHHOE HOBOOOpPa30BaHME», KOTOPIM
3aMEHMJI MCIIOJIb3yeMbIil paHee TEePMHUH <«CMeEIIaHHBIN
a7cHOHEMPOAHIOKPUHHBIN paK».

OnpeneieHne KATETOPUM «CMENIAHHOE HeiiPO3HIOKPHH-
HOe-HeHeHPO3HI0KPMHHOEe HOBooOpa3oBanue». K maHHOI
KaTeropuyd OTHOCSITCSI CMEIIaHHbIe HOBOOOpPa30BaHUS
C HEMPO3HAOKPUHHBIM KOMIIOHEHTOM, KOMOMHHUPOBAH-
HBIM C HEHEHPOSHIOKPUHHBIM KOMIIOHEHTOM (4acTo
C IIPOTOKOBOM aIeHOKapLIMHOMOI WJIM allIMHAPHOKJIETOY-
HoIt KapLImHOMOI1). OOBIYHO 002 KOMITIOHEHTA UMEIOT Bbl-
COKYIO CTeTeHb 3710KauecTBeHHOCTH ((G3), ogHaKO MHOTIa
OIIMH WX 00a KOMITOHEHTa MOTYT UMETh HU3KYIO CTEIIEHb
3nokauectBeHHOCTU (G 1 nim G2). [Toatomy, Koraa B co-
CTaBe OIYXOJIM BBISIBJISIIOTCSI pa3Hble MOPGhOIOTHYECKIE
KOMITOHEHTBI, [UISl KaXOOoro AOJDKHA OBITh OIpeneieHa
CTETIeHb 3JI0KaYeCTBEHHOCTH C UCIIOIb30BAHMEM COOTBET-
CTBYLUEH CUCTeMbl Tpagaluu. 171 Toro 4To0Obl Kiaccudu-
LIMPOBaTh OMYXOJIb KaK CMEIIaHHOE HeMPO3IHIOKPUHHOE-
HEHEIPO3HIOKPUMHHOE  HOBOOOpA30BaHUE,  KaXKIbIi
KOMITOHEHT JTOJDKEH COCTaBISITh >30 % o01Leit Momy s
OIyXOJIEBBIX ~ KJIEeTOK. HeHeilposHIOKPUHHBINM  pakK

C OTAEJbHBIMU Pa3pO3HEHHBIMU HEWPOIHIOKPUHHBIMU
KJIETKaMU, BbISIBJISIEMbIMU TP UMMYHOTCTOXUMUYECKOM
HCCIeIOBaHUHU, HE COOTBETCTBYET 3TOMY KpuTepuio. [Tpu-
CcyTcTBHUE (DOKATbHOI HEHPOSHIOKPUHHOMN AuddepeHII-
poBku (<30 %) MOXeT ObITb OTMEYEHO, HO HE ITOJIKHO
BJIMSTH Ha BBIOOP IMarHOCTUYECKOi Kareropuu. CMelaH-
Hble HOBOOOpA30BaHUS SIBJISIIOTCS, CKOpee, abCTpaKTHOM
KaTeropuem, 4em OTIEIbHON HO30JI0TMYECKON eMMHULIET
U TPeOYIOT ompene/ieHrs] MHIUBUAYAIbHBIX TUAarHO30B,
0003HavalolNX KOHKPETHbIE KJIETOYHbIE KOMITOHEHTHI
(HarpyMep, CMeLIaHHbIN alIMHAPHbINA HEMPO3IHAOKPUHHbBIN
paK, CMEIIaHHbII MPOTOKOBBI HEMPOSHAOKPHUHHBIN pak,
CMeEIIIaHHbIN allMHAPHbBIN MMPOTOKOBBI HEUPOIHIOKPUH-
HBIH pak).

Hosoe B craguposanun [TanHDH. Cuctema TNM-
cragupoBaHust [TanHDO, npencraBieHHass B KiaccH-
duxkanuu BO3 (2017), cooTBeTCcTBYET 8- penakiuu
DPYKOBOJICTBA 110 ONpeeJeHUIO CTaAuil 3T0Ka4eCTBEH-
HBIX OITyXOJieli AMEPMKAHCKOTO 00beIMHEHHOTO KOMHM-
TeTa Mo oHkojoruu (American Joint Commission on
Cancer, AJCC)/MexayHapoaHOTO MPOTUBOPaKOBOTO
coto3a (Union for International Cancer Control, UICC)
U corjacyetcs ¢ kaaccugukauueitr TNM, pazpabotaH-
Hoii EBporneiickuM 001IeCTBOM I10 U3YYEHUIO HEHMpo-
sHIO0KpUHHBIX omyxoneil (European Neuroendocrine
Tumor Society, ENETS) [5, 6]. TNM-kiraccudukamus
ITanHOP coorBeTcTBYET KpUTEPUSIM IJISI CTAAUPOBAHUS
MPOTOKOBOM afeHOKAPLIMHOMBI ITOIKETYI0YHOM XeJe-
3bl [7].

Puck onmyxoseBoii nporpeccun. Kputepuu, onpenens-
to1ue puck nporpeccur [lanHDH, BKitoueHb! B KJlaccu-
dukannio TNM u cucteMy rpagaiuu omyxoJiei, KOTopble
MpeACTaBIeHbI B HOBOI pefaKIMu. DTU KPUTEPUU UMEIOT
BBICOKYIO HaJeXHOCTb U CTaTUCTUYECKYIO 3HAUMMOCTh
(ocobenHo nHaeKc npoudepannu Ki-67) B ruiaHe npea-
CKa3aHUs MPOrHO3a TeYeHUsT KOHKPETHOM omyxonu. On-
HaKoO JUISl TOTO YTOOBI OMpeneInuTh UCXo 3a00jIeBaHus,
HepeaKo TpedyeTcs IIUTENbHOE KIIMHUYECKOoe Habttoae-
Hue, ocooeHHo ms [TaHHDO, Tak kak MeTacTa3bl MOTYT
MOSIBUTBCS CITYCTSI MHOTO JIET MOCJIe Pe3eKIUM ITEPBUIHOMN
onyxoju. IIporHoctuyeckie UMMYHOTMCTOXMMUYECKHUE
Mapkepsbl, KpoMme Ki-67, npeacraBieHbl B HAyYHOM JIUTeE-
patype (Hanmpumep, CK19, KIT, CD99, CD44, RP, p27),
O/IHAKO UX JOCTOBEPHOCTH JOJKHA OBITh JOKa3aHa B HC-
CJIeIOBaHMUSIX, TIPOBEACHHBIX Ha OOIBIIMX BRIOOPKaX Ia-
1MeHToB. IIporHocTuyeckue MOJEKYISIpPHbIE MapKepbl
st onbiiHeTBa [TanHDH noka HemocTymHbBI UM Ha-
XOIATCS B Mpollecce U3yYeHUs.

Hosbie MoMeHTbI MOphoIornyecKoii Kiaaccu(pukanuu
BO3 (2017):

* yrouHeHa cucteMa rpagauuu [TanHHDO;

* BBeleHa HoBas Kateropust H90 G3;

*  YTOYHEHBI KpuTepuu Jis kateropuit HOO/HOP;

* BBel€Ha KaTeropus «CMeLIaHHOEe HENPOIHIO0-

KPUHHOE-HEHENPOIHIOKPMHHOE HOBOOOpPa30-
BaHME» U YTOUHEHBI €e NTMarHOCTUYEeCKUE KpHU-
TepUu;
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obHoBneHa knaccudukauusi TNM (B cooTBeTcT-
Bun ¢ AJCC/UICC (2017) u ENETS).

KiroueBble noJ10xeHuss MOp(hOJI0rHIecKoro 3aKaoueHunst

(BO3,2

1. Lloyd R.V., Osamura R.Y., Kloppel G.,
Rosai J. WHO classification of tumours
of endocrine organs. 4" edn. Lyon: IARC

Press

017):

nuarHo3 [TanHOH nmomxeH ObITh KilaccuuUIIM-
poBaH kak HOO unu HOP Ha ocHOBaHUU MOp-
(osornyeckoro 3akiIO4YeHUs U Aajiee YTOYHEH
10 CTEIIeHHU 310KayecTBeHHOCTU Kak G 1, G2 wiun
G3 B 3aBUCHMOCTH OT YPOBHSI KJIETOUHOM ITPOJIH-
depanuu;

JUTSL pe3eIMPOBaHHBIX 00Pa3IIOB CJIEAYET ONpe/ie-
Ja1h cTaguio TNM (1o MakpOoCKONMMYeCcKOM OLIeH-
Ke JIOKaJIM3alu, pa3Mepy OIMyXoJau U HAJTUIUIO
METacTa3oB);

PEKOMEHIyeTCsl BKJIIOYaTh B 3aKJIIOYEHUE KOM-
MEHTap1u O BO3MOXHOM KJIMHUYECKOM ITOBEIE-
HUU OITyXOJIH;

OlleHKa SHIOKPUHHOMI (PYHKIIMOHATBHOMI aKTHB-
HOCTU OITYXOJIM JOJDKHA TTPOBOAMTHCS IO CIIe-
LIMAJTbHOMY KJIMHUYECKOMY 3aIIpocy.

3akniouenue

Takum o6pa3om, B 0OHOBJIEHHOM Kiaccudukayu BO3
(2017) mpencTaBiaeHbI U 00CYKAEHBI XapaKTepHbIE OCOOEH -
HOCTU pa3inuHbIX Kareropuii [TanHHDH, ux mponudepa-
TUBHOI aKTUBHOCTH M CTEIICHU 3I0KAYeCTBEHHOCTH, BO3-
MOXHOCTH HCITOJIb30BaHUsI OMOMAapKepOB, a TAaK:Ke HOBBIC
TeHeTUYECKME HAapYILICHVSI M VX IIOTeHIIMaIbHAs 3HAYMMOCTh
JUTST OITYXOJIeH JaHHOTO THIIA. VI3MeHeHWsT B HOBOM pelaKIun
BKJIIOYAIOT: 1) HOBBIM Noaxo K Kiaccudpukanuu [TanHOH
Ha OCHOBE CHCTEMbI Tpajalliu; 2) U3BMEHEHNEe IMCTOIOT -
yeckoii rpagauyu [TaHHBOH ¢ BBeneHreM HOBOI KaTeropuu
H50 G3; 3) obHoBNeHHYIO cuctemy TNM-cragupoBaHus
I[TanHBO; 4) HOBYIO TEpPMUHOJIOTHIO Y YTOYHEHHBIE KPH-
TEpUHU TSI TMarHOCTMKY CMEIIaHHBIX OITyXOJIEH.

[IpencraBieHHbIC TaHHBIC SIBIISIIOTCS (PyHIaMEHTAIb-
HBIM MCTOYHUKOM MH(MOPMALIUY AJ1s1 TaTOMOPGhOIornye-
ckoil knaccupukauun HOH nomxenymoyHoil xkenesbl,
a UX IPaKTUYECKOEe MCIIOJb30BaHUE JOJDKHO OCTaBaThCS
BaXKHBIM Y HEOOXOIMMBIM YCIOBHEM IPAaBUJIBLHOTO OIpe-
JIeJICHUST Y IOCTPOEeHUsI MOP(OIOrMYeCKOro AuarHosa.
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