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Pesome

B HacTosALLEe BpEMSA XOPOLLO U3y4YeHbl M HaMboAee pacnpOCTPAHEHbI HEHPOIH-
AOKPHHHble HOBOO6pa3oBaHus (HOH) racTpoaHTeponaHKpeaTHyeckomn M poHXo-
AEro4HOM CUCTEM, AOAS KOTOPbIX COCTABAAET 73 M 25% CAy4aeB COOTBETCTBEHHO.
OcTaswuecsa 2% cAyyaeB npuxoAaTcsa Ha HOH 6oree peAKMX AOKAAN3ALLMH,
CTATUYECKUH YHET KOTOPbIX BBUAY PEAKOCTH 3ATPYAHEH, d KAMHMYECKME CAyHaH
NPEeACTABAEHbI 3MM30AMYECKMMMU OMUCAHNUAMM € AMHNYHbIX HaBAIOAeHMH. K TaKum
onyxoAsm oTHocATcAa HOH npeacTaTeAbHoM XeAesbl oT 0,5 A0 1,0%, HOH auyHukos
0,5%, HOH moaoyHo# xeAesbl oT 0,3 A0 0,5%, HOH no4ku (hakT4ecku AuLLEHbI
CTATUYECKNX AQHHbIX), MOYeBoro ny3bips 0,48-1,00%. B peTpocnekTMBHOE UC-
CAeAOBAHME BbIAO BKAIOYEHO 92 60AbHBIX HOH peAKnX AOKQAM3ALMH, HOXOAMB-
wnxcsa Ha o6caeAo0BaHUM U Ae4eHun B PTBY «HMULL oHkoAorum um. H.H. BAoxuHan
MuH3zapaBa Poccumn ¢ 1990 no 2019 roa. B HacTosiLLee BpeMs HET O6LLLENPUHATHIX
METOAOB A€4YEHUA AQHHOM rpynMbl NALUEHTOB BBUAY PEAKOCTH MATOAOTMHM U OHO
npoBoAMTCA coraAacHo HOH Apyrnx aokaAmszaumnin. HOH peAkux AoKaAM3aumi
UMEIOT BbICOKME MOKA3ATEAM BbIDKUBAEMOCTH (MEPHUOA HABAIOAEHNA COCTABASA
OT MecAua A0 14 AeT), Kak obLueH, TaK u 6e3 NporpeccHMpoBaHUs, U TPebyioT
AAUTEALHOTO KOHTPOASl M HAOAIOAEHUSA. HO MOMEHT OLLeHKM OTAQAEHHbIX pe-
3yAbTATOB yMepAM oT nporpeccupoBanms 20 (21,8 %) nauUeHTOB, BbIGbIAM M3-MOA
HabAoAeHna - 12 (13,1%). OCTAAbHbIE HA AQTY MOCAEAHErO KOHTPOAS JKHMBbI.

KAtoyesbie CAOBA: HEHPOIHAOKPHUHHbBIN OMYXOAU PEAKMX AOKAAU3ZALMHA,
HeHpPO3HAOKPHHHbIE HOBOOBPA30BAHMS, HEHPOIHAOKPHUHHbBIE HOBOOGPA-
30BAHMUSA XKEHCKOMN PEenPOAYKTUBHOMH CUCTEMbI, HEHPOIHAOKPUHHbIE HOBO-
06pAa30BAHUA NEYEHMH.

Summary

Currently, neuroendocrine neoplasms (NENs) of the gastroenteropancreat-
ic and bronchopulmonary systems are well studied and the most common,
the share of which is 73 and 25% of cases, respectively. The remaining 2%
of cases are attributed to NEN of more rare localizations, the static registra-
tion of which is difficult due to their rarity, and clinical cases are presented
by episodic descriptions of single observations. Such tumors include NEN
of the prostate gland from 0.5 to 1.0%, NEN of ovaries 0.5%, NEN of the
mammary gland from 0.3 to 0.5%, NEN of the kidney (practically devoid
of static data), bladder 0.48-1.00%. The retrospective study included 92
patients with NEN of rare localizations who were examined and freated of
the N.N. Blochin National Medical Research Center of Oncology from 1990
to 2019. Currently, there are no generally accepted methods of treatment
for this group of patients due to the rarity of the pathology, and it is carried
out according to the NEN of other localizations. NEN of rare localizations
have high survival rates (the observation period was from a month to 14
years), both general and without progression and require long-term mon-
itoring and observation. At the fime of assessment of long-term results, 20
(21.8%) patients died of progression, 12 (13.1%) patients dropped out of
observation. The rest were alive at the date of the last control.

Key words: neuroendocrine tumors of rare localizations, neuro-
endocrine neoplasms, neuroendocrine neoplasms of the female
reproductive system, neuroendocrine neoplasms of the liver.

Brenenne

HeiliposHnokprHHBIE HOBOOOPA30Ba-
nust (HOH) — 1o rereporennas rpymmna
3JI0KAYECTBEHHBIX OITyXOJICH, KOTOpbIe
MOT'YT Pa3BHBaThCs B Pa3JINYHBIX Opra-
Hax U TKaHAX U3 KIEeTOK Au(Py3HON IH-
JnokpuHHOM cuctembl. HOH nmeror cxon-
HbIe MOP(HOJIOrHIECKHIE XapaKTEPHCTHKH,
a KIIMHUYECKasi KapTHHA MOXKET COIpO-
BOXJIATHCS Pa3BUTHEM CIICIIM(HIESCKIX
runepQyHKIMOHAIBLHBIX CHHIPOMOB.

H3H otnnuatorcs 60JbIINM KITH-
HUKO-MOP(OJIOTHYECKUM pa3HooOpa-
3U€M U pelKOCThbI0. BBy TOro uto
B Poccuu HET oTAE€NBHOrO HALMOHAIIB-
Horo peructpa HOH, onu BkitouaroTcs
B OOIIYIO CTATHCTHKY 3JIOKAYE€CTBEH-
HBIX HOBOOOpa30BaHU B 3aBUCHMOCTH
OT OpraHHOW NPUHAAJIEAKHOCTH, B CBS-
3M C 4eM MaJIo JaHHBIX O 3a0oJeBae-
MOCTH U CMEPTHOCTH UMEHHO OT TOU
TPYIIIBI Oy XOJIEH.

CoracHO TOCTIETHUM KilacCH(UKa-
musim BO3 (WHO, 2010 u 2019), B Tep-
MHHOJIOTHIO JAHHOTO THITa HOBOOOPas3o-
BaHUH BHECEH PsiJ] CYIIECTBEHHBIX U3-
MeHennii. HOH, o6naaaromue BBICOKOM
CTeneHbI0 An(OEpeHITMPOBKH U HU3KOH
MHUTOTHYECKOH aKTHBHOCTEIO (paHee
KapLUHOM]I U aTUIIMYHBIN KapLUHOM),
0003Hava0TCA KaK «HEHPOIHJOKPUH-
Hast onyxoJb» (neuroendocrine tumor,
NET) 1 UMEIOT THCTOIOTHYECKYIO I'pa-
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Tabamua 1

YacToTa BcTpeyaemocTn HOH peaknx Aokaausaumi (no AaHHbIM HMULL ovkoAorum um. H. H. BAoxnHa)

Aokaamsaums HOH

Mepnoa

O6uwee 4yncao 3HO 3a nepnoa
HaGAOAEHMUSA

YacTota H3H - abe.
3Ha4yeHune (%)

MupoBOI NOKa3aTeAb

Moyka
MoyeBow My3bipb
MpeACTaTeABHAS XeAe3a
MoAOYHAOS XeAesa
ANHHKKM
Lerka maTkm
SHAOMETPUIM

[eyeHb

1992-2015 (23 roaq)
19992015 (16 A1)
2008-2014 (6 AeT)
2003-2016 (13 aer)
1990-2018 (28 A1)
2000-2018 (18 AerT)
1990-2010 (20 Aer)

2001-2018 (17 Aet)

12013
5720
2545
28986
31786
3149
8358
4832

9 (0,07 %) HeT AQHHbIX
3(0,05%) 0,48%
6(0,20%) 0,50-1,00%
9 (0,03%) 0,30%
13 (0,04%) 0,50%
14 (0,44 %) 1,00%
5(0,05%) HeT AQHHbIX
13 (0,26%) HeTt AQHHbIX

nauuto G1-G3. Panee ucnonb3yeMblid
TEPMHH «KapLUHHOUI» B HACTOsIIEE
BpEMsI HCIIOJIb3YETCS HCKITIOUNTEIBHO
B KOHTEKCTE KapLIIMHOUIHOTO CHHPOMA.
Hnst o6o3HaueHUs HU3KOMUBPepeH-
uupoanHbsiXx HOH BeIcOKO# cTeneHun
3nmokadecTBeHHOCTH (G3) HCIONB3YIOT
TEPMHUH «HEHPOIHIOKPHUHHBIH paK»
(neuroendocrine carcinoma, NEC),
K HUM OTHOCHUTCSI MEJIKOKJICTOYHBII
pak (MKP, SCNEC) u kpynHoKieTou-
HBII HelposHnokprHHBIH pak (KKHOP,
LCNEC). s Bceii rpyniiel, BHE 3a-
BUCHMOCTH OT CTeneHH nudpepeH-
LIUPOBKH, MPEJIOKEH TEPMHUH «HEHi-
PO’HAOKPUHHOE HOBOOOpa30BaHUE
(neuroendocrine neoplasm, NEN) [1, 2].

B HacTosIiee Bpemsi XOpouio u3-
y4eHBI U HanboJee pacnpoCcTpaHEeHBI
HOH racrposnTeponankpeaTnyeckon
1 OPOHXOJIETOYHON CHUCTEM, JI0JIs1 KOTO-
pbIx cocTaBiuseT 73 u 25% ciayuaes co-
otBeTcTBeHHO. OcTasmuecs 2% ciydaes
npuxonsatcs Ha HOH Gonee penkux jo-
KaJIM3alui, CTATHYECKUH yUeT KOTOPBIX
BBUJLY PEJIKOCTH 3aTPY/IHEH, a KIIMHUYe-
CKHE CITy4Yau MPEACTABICHbI 3IH30/114e-
CKMMH OIUCAHNSIMH €IMHUYHBIX HA0IF0-
neHnit. K TakuM oy xossiM OTHOCSITCS
H3H npencrarensHoit xeness! (o1 0,5
10 1,0%) [3], HOH simanukos (0,5 %) [4],
H3H monounoit xenessr (0,3-0,5 %) [5],
Mouesoro my3sips (0,48—1,00%) [6]. HOH
TIOYKH U NeUYCHH (PaKTHUECKH JINIICHBI
CTaTUYECKUX JaHHBIX [7, 8]

[IpsMBIM CcrIeICTBHEM CTOIb BBICO-
kol peakoctu HOH BeIIeyka3aHHBIX
JIOKaJIN3alHH{ SBHIIOCH OTCYTCTBHE 00B-
E€KTHBHOH BO3MOXXHOCTH OIPEICIIUTH
TIOPOTOBbIE 3HAUCHHSI MUTOTHYECKOTI'0
n nponudeparusHoro (Ki-67) nHaeKcoB,
paHee IoKa3aBIINX HE3aBUCHMYIO POJIb
TIpU OLIEHKE IPOrHO3a racTPOIHTEPO-

MAHKPEATUICCKUX U OPOHXOJICTOYHBIX
HB3H [1, 2]. HemanoBaxxHo# ipoOiiemMoit
MPaKTUYECKON OHKOJIOTUH SIBJISIETCS
OTCYTCTBHUE €JUHON TaKTHUKHU BeJe-
HMS NALHEHTOB C MHOYKECTBEHHBIMU
Metactazamu HOH 0e3 BBISIBICHHOTO
MEePBUYHOr0 oyara. TpyIHOCTH BbISIB-
JICHUSI IEPBUYHON JIOKaJIU3aluu Me-
tactatndeckux HOH He B mocnenHio0
ouepe/b 00yCIIOBJICHBI OTPaHUYCHHBIMU
BO3MOXKHOCTSIMU J1a00paTOPHBIX METO-
JIOB IMarHOCTUKH U OTCYTCTBUEM Op-
TaHOCTICIIU(PUICCKUX MOJICKYIISIPHBIX
MapkepoB HOH pengxux noxanuzanui.

BBuny penkoctu JaHHOH T'pyIIIbI
OIlyXOJICH U OTCYTCTBHS JOCTATOUHOIO
KOJIMYECTBA JAHHBIX HA CErOHIIIHUN
JIEHb HE CYIIECTBYET €AUHOTO aJiro-
pyUTMa AMATrHOCTUKU U JICUCHUS MALU-
enToB ¢ HOH penkux nokanuzauuid.
Kak npaBuio, B mogoOHBIX CIIydasiX
3a OCHOBY O€peTCsl TAKTHKA JICUCHUS
OOJIBHBIX ¢ OOJIee YaCTHIMU KapIIMHOMA-
MH TOMH K€ JIOKaJIM3aLUU B COUETaHUU
¢ BegenueM HOH numesBapuTensHoi
WJIU JBIXaTebHON CUCTEM.

[leabI0 HACTOAIETO UCCJIETOBAHMS
SIBUJIACh ONTHMH3ALMsI METOJOB JIHa-
THOCTHUKH M JiedeHus 6ospHbIX HOH
PEIKHX JIOKaJIN3alluii, OCHOBaHHAs
Ha PETPOCIIEKTUBHOM aHAJIM3€ KJIH-
HHUKO-MOP(OIOrHIecKuX (HaKTopoB
JAHHOW T'PYTIITBI HOBOOOPA30BaHHH.

MarepuaJjibl 4 METOABI

B perpocnexkTuBHOE Hccae10BaHUE
BKJItoueHO 92 GonpHBIX HOH pegxux
JIOKaIU3al[ii, HAXOQUBILKIXCS Ha 00cIIe-
noBanuu u jiedeHnu B ®I'bY «HMUIL]
onkomoruu uM. H. H. broxuua»
Munsnpasa Poccun ¢ 1990 no 2019 rog
(mabn. 1).

B uccrnenopanue Bomutm 27 (29,2 %)
My>x4uH u 65 (70,8 %) xenmun. Cpen-
HUH BO3pacT NallMeHTOB HA MOMEHT TI0-
CTaHOBKH AMAarto3a coctasui 51,9 roxa
(ot 33 mo 64 net, mexuana 53 roga).
Ha MOMEHT NOCTaHOBKHM JHarHo3a OTaa-
JIEHHBIE MeTacTa3bl 0OTMeueHbl y 51,7 %
(n = 47) 6onpHbIX. MeTactazst HOH
MPEUMYIECTBEHHO JIOKAJIN30BaJINCh
B riedeHu (66,3 %), 3a0pIOUIMHHBIX U T1e-
pudepuyeckux aumdoysnax (12,8 %),
1o OpIOIIMHE, B TOM YHCIIE C ITOpaxe-
HUeM 0oNbIIoro canbHuKa (8,5 %).

Bo Bcex ciryuasix ObUTH BBITIOJTHEHBI
MIepEeCMOTp apXHUBHBIX THCTOJIOTHYE-
CKHUX TIPENapaToB U pexiaccudukanus
HO3H B cooTBeTCTBUU C KPUTEPUIMHU
BO3 (WHO, 2010 u 2019) [8]. dns
MOATBEPKACHHUST HEHPO3H TOKPUHHOM
¢ hepeHIPOBKH OITYX0JIH BO BCEX
ciIy4asiX ObIJIO BHIOJIHEHO HMMYHOTH-
CTOXMMHYECKOE HccieioBanue. B nanb-
HEUIINi aHaIu3 ObLIIM BKJIIOYEHBI TOJIb-
ko Te cirydan HOH, rie otcyrcTBOBana
MMMYHOTHUCTOXMMHYECKas SKCIIpec-
CHSI MAPKEPOB JKEJTYA0UHO-KUILIEUHON
(CDX-2, SATB 2, Cadherin-17), nan-
kpearnueckoii (PAX-8, ISL1, PDX-1)
u nierounoit auddepenumposku (TTF-1).

Wunekc nponudepaTUBHON ak-
THBHOCTH OITYXOJIEH YCTaHaBIHBAJICS
Ha OCHOBAHMH OLICHKH SIIEPHOH JKC-
npeccun Ki-67 (MOHOKJIOHAJIBHBIE aH-
tutena k MIB-1, Dako). Mnneke Ki-67
OLICHMBAJICS IO CTaH/AAPTHON METOUKE,
paHee BanunupoBaHHon ni1s HOH ne-
TOYHOI M racTpo3HTEpONaHKpeaTnye-
CKOH JIOKaJIU3aI1H.

Bo Bcex ciyuasix oKOHYaTeJIbHOE
3aKJII0YeHue 0 JIMHUY nuddepeHnu-
POBKH OITyXoui (HEHPOIHAOKPHUHHAS,
cMellaHHas), ee OMOJIOrHYECKOM I10-
tennuane (Gl, G2, G3) u opranHo
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PacnpeaeAeHue rpynn NauMeHTOB B 3ABUCUMOCTHU OT BO3pACTA (MEAMGHO) M AHAOTOMMYECKON AOKAAU3ALLUM HepBM‘iHOﬁ ONyXOAU
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MPUHAICKHOCTH (HCKIIFOUCHUE METa-
CTaTUYECKOTO MOPakeHUsT) OBLIO OCHO-
BaHO Ha COYETAHUHU THCTOJIOTHYECKOTO
U IMMYHOTHCTOXUMHYECKOTO UCCIIENIO-
BaHUI C pe3yIbTaTaMy KJIHHUKO-PaIHO-
JIOTHYECKOTO 00CIIeIOBaHUS MAIlUEHTA.

Cratuctrdeckas oopaboTka JaH-
HBIX, TIOJIYYCHHBIX B UCCIICOBAHUH,
MIPOU3BOAMIIACE C TIOMOIIBIO TPOTPaMM
Excel (Microsoft, CIIIA) u SAS 11.0
(SAS, CIIA). [leckpUIITUBHBIEC CTa-
TUCTUKH MPUBEIACHBI KaK 9aCTOTHI
JUTSL KAYECTBCHHBIX MMPU3HAKOB U KaK
cpeaHee W ONTnOKa CPEIHETO JJIs KO-
JUYCCTBEHHBIX. J[JIsl CpaBHEHUS 9acTOT
H3YYCHHBIX TPU3HAKOB UCIIOIH30BAJICS
KPUTEPUH y-KBaaAPaT; IJIsI MAJIBIX BbI-
060poK — TouHBIN KpuTepuit Gumrepa.
KpuBbic BEIKHBAEMOCTH aHAJIH3UPO-
Basuck MetozioM Kamnana—Meiiepa, ux
CpPaBHEHHUE TTPOU3BOAUIOCH METOIOM
og-rank. [Ipu mpoBepke HYJICBBIX TH-
MMOTE3 KPUTUUYCCKOE 3HAYCHHE yPOBHS
CTaTHUCTUYCCKON 3HAYMMOCTH TPUHU-
Majiock paBHbIM 0,05.

Pe3yabTaThl Hece10BaHuS
Heuposuooxpunnsie Hosoobpaszo-
sanus noukuy. Yactora BCTpedaeMoOCTH
nmoueyHbx HOH cocrasuna 0,07 % (9
HepBUYHBIX caydaes U3 12013 omyxonei
noukn). CpeHuii Bo3pacT narueHTos (4
JKEHIIUHBI ¥ 5 My>k4nH) — 51 rox (ot 40
1o 63 net, menunana 55 net). HOH 6buin
IIPE/ICTABIICHBI INIABHBIM 00Pa30M BBICO-
konudhepeHInPOBaHHBIMH OITY XOJISIMU
(7 marimenToB — 77,8 %), MENKOKIIETOY-

HBIM U KPYITHOKJIETOYHBIH HEHPOIH-
JIOKpUHHBIH pak coctasuiu 2 (11,1 %)
Habmonenus. Ha MomeHT oOpateHus
Bce nanuenTsl ¢ HOO u KKHOP nou-
KM MIMEJIH JIOKAJTM30BaHHYI0 opMy 3a-
6onesanus (I-11I cramum). Y nannenra
C MEJIKOKJIETOYHBIM PaKoM JHarHOCTH-
POBaH TUCCEMHUHHMPOBAHHBIHN MPOIIECC:
MeTacTa3bl JIOKAJIM30BAJIUCh B KOCTSIX
n iuMoysiax cperocTeHus. Y namu-
eHToB ¢ | cranueit 3aboneBanus (n = 4)
CpeIHUH pa3Mep OIyXOJIH COCTaBUII
5 cM (0T 4 10 6 cm), mraekc Ki-67-2-3 %.
ITpu I u 111 (44,4 %) cragusx 3abonea-
HUS CPEJIHUH pa3Mep OITyXOJIN COCTABHII
10 cm (ot 8 o 12 cm), uaneke Ki-67 —
ot 2 o 15% (mMenuana 8 %). Y Bcex na-
LIUEHTOB BHE 3aBUCMOCTH OT CTaJUH1
u mopdonornyeckoit popmer HOH ot-
CYTCTBOBAJIM KJIMHHYECKHE IPOSIBIICHUS
3a00JIeBaHs, a OITyXOJIb ObLIa BBISIBIICHA
CITy4aifHO IIPH IJIAHOBOM 00CIIEJOBAHU L.
KapuuHounHbIi cHHIPOM Ha MOMEHT 00-
paleHus 0TCYTCTBOBAJ BO BCEX CIIy4a-
sx. Y ognoro nanuenta HOH pa3sunace
B ITOJIKOBOOOPA3HOH MOYKE.

BHe 3aBucumocTH OT cTaguu 3a00-
JieBaHus, Ha iepBoM dTare 8 (88,9 %)
MAI[MEHTaM BBITIOJIHEHO paJuKalbHOE
XUPYPruyecKoe JICUeHNE, B OHOM CIIy-
Yyae BBINOJHEHA [INTOPEIYKTHBHAS Olle-
pauus ¢ peseknueii bonee 70 % oobema
omnyxoJeBoi Maccel. KomGuHMpoBaHHOE
nedenue nposezneHo 1 (11,1 %) namuenry.

ITepuon HabOMrOIEHY S TAIIMEHTOB
¢ HOO (I-1II cranusmu) cocTaBuil
1-13 net. [IporpeccupoBanue 3aboie-

BaHHE OTMEUCHO B 4 (49,8 %) ciydasx.
JlokanbHEIA pEUANB JHATHOCTHPOBAH
y 3 (33,2 %) manueHToB, MeTacTasbl (1Ipe-
MMYILECTBEHHO B IIeueHN) — y 4 (49,8 %)
nanueHToB. Kpome Toro, ormedanock
MeTacTaTH4YecKoe opakxeHne 3a0pro-
IIUHHBIX U CPEIOCTCHHBIX JTUM(ATH-
YECKHX Y3JIOB, a TAK)KE MSATKHX TKaHEH.
VY manueHTa ¢ MEJIKOKJICTOUHBIM
pakoM u IV cranueit 3aboneBanus mo-
cJie IUTOPEAYKTHBHOM ONEpauy U XH-
MHOTEpAIHH IpenaparaMu IaTHHBI
C 9TONO3UAO0M IIPU CPOKe HaOIIOAEHUS
56,2 Mecs1ia He OTMEUEHO NPU3HAKOB
MpOrpeccupoBaHus 3a00IeBaHUSL.
Cpenu 601bHBIX BRICOKOAU((EpEH-
LUPOBAaHHBIMY OIYXOJSIMU C HHAEKCOM
Ki-67, paBabim 2—3 %, oOmiasi BEKHBa-
€MOCTb IIpeBbIcHIa 13-neTHU nopor,
B rpynne ¢ najaexcoM Ki-67, paBHbIM
8—15%, ob11ast BEIXKUBAEMOCTh Oblia
He MeHee 9 JieT. Y OONBHBIX HeHPO3HI0-
KPUHHBIMH KapIIMHOMAaMH BBICOKOH CTe-
TICHU 3JI0KaueCTBEHHOCTH (MHIEeKe Ki-67
B nuama3zone 37—-60 %) mpogonKUTEb-
HOCTb JKU3HH COCTaBIsIa 24 1 56 MecsueB.

Heiiposnooxpunnsie Hosoobpazosa-
Hus mMoyegoeo nysuvips coctasuiu 0,05 %
(3 Habmronenus u3 5720 ciryyaes 310Ka-
YeCTBEHHBIX HOBOOOPa30BaHHI MOYEBO-
ro My3bIps): ABoE My>k4uuH 60 u 55 net
u ofHa xeHiuHa 33 net. Bo Beex ciy-
Yasix OITyXO0JIb OblIa IPEe/ICTaBJIeHa Mell-
KOKJIETOYHBIM PakoM. B kimH1uecKoi
KapTHHE OTMEUYaJINCh CHMIITOMBI 00-
e MHTOKCHKANHUH, 00JIN B )KUBOTE
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U IPUMECh KPOBH B Moue. KapiuHon -
HBIW CHHIPOM OTCYTCTBOBaI. B oHOM
U3 CIIyYaeB OMyXoJb JocTurana 15 cm
B IMaMETPE, 3aHUMAaJIa BCIO MOJIOCTh
MOYEBOI0 My3bIps ¢ HOpMUPOBaAHHEM
KOHIJIOMEpaTa yBEJIUUYEHHBIX Mapa-
A0pTaIbHBIX TUM(PATHUCCKUX Y3JIOB
10 8 cM. [To THCTONOrHYEeCKOMY CTpOe-
HUIO U IPposin(epaTuBHON aK THBHOCTH
(mapekc Ki-67: 70-85%) MKP =e ot-
JIMYAJICS OT JIETOYHOro aHayora. Bee
HAOJIOEHNSI TAHHOM IPYIIIBI HE UMENH
nepro/a HabIOICHNU I, OTAaJIeHHBIE pe-
3yJIBTAThl HE MOJTYUYCHBI.

Heiiposnookpunnsie Hosoobpazosa-
HUs npedCcmamenbHoU Jicesle3bl BHIsBIIC-
Hel B 0,2 % HabmoneHuit (6 nepBUYHBIX
onyxoJiel u3 2545 ciydaes 3710Kade-
CTBEHHBIX HOBOOOpa30BaHUM Ipe-
cTaTeNbHOM Xkene3bl). bonpiiyro gacTs
HabnroaeHuu coctaBisin MKP (n =
5) — 83,0%, y OJTHOTO MarueHTa ObLI
BeisaBieH KKHOP (17,0 %). Cpennuit
BO3PACT NALUEHTOB COCTAaBUI 65 et
(ot 58 mo 76 net, Mmequana 64 roga).
B HacTos1mee uccienoBaHue BOLIIO
TPH MaIMeHTa, OINH U3 KOTOPHIX IOy~
YU crienuanpHoe Jedenue. Ha MoMeHT
oOpatieHust 1BOe U3 TpeX NalUCHTOB
HMeENH IUCCEMUHUPOBaHHYIO hopMmy 3a-
GoseBaHMs, OMH — MECTHOPACIIPOCTpa-
Hennyto popmy (III craguro). ¥ nucce-
MEHHPOBAaHHBIX OOJBHBIX OTMEYaIOCh
METacTaTU4YeCKOe NOpaXKeHHe KOCTHOTO
MO3ra, NeYeHH, Ta30BbIX 1 3a0PIOIINH-
HBIX JTUM(}OY3JI0B. Y BCEX MalUeHTOB
OTMeYaJIich NPU3HAKU 00IIEel HHTOKCH-
Kanuu (cnadocTk, IOTeps B BECE), Y IBO-
WX NPUCYTCTBOBAJ O0JICBOH CHHIIPOM
¢ 3aTpyaHeHueM Modeuctyckanus. Kap-
LIMHOUIHBIA CUHAPOM OTCYTCTBOBAJ.
B xone *MMyHOrHCTOXUMUYECKOTO UC-
cJIeloBaHUs OBLIO YyCTAaHOBIIEHO, YTO
9KCIIPECCH S TPOCTAT-CHENU(PHIECKOTO
anturena B HOH npeacrarensHoi xe-
ne3bl oTcyTcTBoBasa B 100 % cayudaes,
a SKCIPECCHs PELENTOPOB aHAPOrCHOB
oTMevaachk Uik B 20 % HaOMIONCHUH.

MKP npencraTenbHOH jkene3sl ae-
MOHCTPHUPOBAI KpaifHe arpecCUBHOE
teuenue. [lepron HabIrONEHUS NALMEH-
ToB ¢ IV cranueit 3a0o1eBanus HE TIpe-
BbIIIaM 3,5 Mecsita 10 CMEPTH. Y Malu-
enra c I1I cranueii 3aboneBanus nocie
MIPOBEIEHHOT 0 KOMITJIEKCHOT'O JIEUEHHU I
C TIOJIHBIM OTBETOM IIPOTrpECCUPOBAHUE
HACTYTIHJIO yepe3 7 MecsileB (MeTacTa-
3Bl B KOCTSIX U CTEHKe ey ka). Obmias

MPOAOIKUTENBHOCTh XKU3HU HE MIPEBbI-
cuna 12 Mecsues, MallMeHT yMep OT Ipo-
rpeccUpOBaHUs 3a00IEeBaHUS.

YacToTa BCTPEYaEMOCTHU HEUPOIH-
OOKPUHHBLX HOBOOOPA3068AHULI MOIOY-
noti dceneswt coctasuia 0,03 % (9 nep-
BHUYHBIX ontyxonueil u3 28986 cinyudaen
3JIOKA4eCTBEHHBIX HOBOOOpa3oBaHUH
MOJIOUHOH xkele3bl). CpeqHuit Bo3pacT
ManueHToB cocTaBuia 52,4 roxa (ot 34
no 67 net, meauana 53 roga). HOO
ObLTH BBIsSIBIICHBI Y 8 (88,9 %) nmanu-
enToB; y 1 (11,1 %) mamueHTKH BBISB-
JIEH CMEIIaHHbIN paK, BKJIIOYAIOUHUHI
HMHBA3UBHBII NPOoTOKOBLIN pak 1 HOO.
Pacnipenenenune no craausiM IpeicTaB-
JICHO cliefyouuM obpaszom: I cragus
3abosieBanust oTMeueHa y 2 (22,2 %)
nanueHTos, 111 cranus —y 4 (44,4 %)
n IV cranusa —y 3 (33,3 %) O0oNbHBIX.
Haubospniee konm4ecTBO MaiMEHTOK
HaxoauiIoch B MeHonayse — 7 (77,7 %)
cinydaeB. CaMoe pacnpoCTpaHEHHOE
KJINHUYECKOE MPOSIBJICHUE Ha MOMEHT
00palleHus1 — CAMOCTOSITEIBHO MaIbIH-
pyemas oryxoib — 8 (88,9 %) nauuen-
ToK. Ha MOMeHT oOpalueHus KIInHu4e-
CKH pa3Mep OIyXOJIEBOTro y3Ja y BCeX
HanueHToB Bapbuposan ot 0,8 10 6,0 cm
(B cpennem 3,2 cm). KapunHonnHbIH
cunapom npucytcrsoBan y 1 (11,1 %)
nanuenTku ¢ 111 cragueii 3a06o0iieBanus
B BHJIE KPH30BOT'O MTOBBILIEHUS apTepH-
aJILHOTO JaBJICHHUSL.

C y4eToM OTCYTCTBHS ITOPOT'OBBIX
3HaYCHUH MHJEKca poudepanny ais
JaHHOM TPYIIIBI OITyX0JIeH, ObLIO OTMe-
4yeHo, yTo cpeau HDO MonouHol xene3bt
nnpeke Ki-67 Bapsuposan ot 1 1o 50 %.
I'nnepakcenpeccust HER2/neu orcyTerBo-
Baja B 100% ciyuaes, npu 3ToM ObLIa
orMmeyeHa skcripeccust ER (75,0%) nu PR
(50,0%). Ham He ynanock 00HApyKUTh
3aBHCHMOCTH MEX]ly pa3Mepamu Iep-
BUYHOH OIyXOJIH, CTaaAnel 3a00/IeBaHNs
1 MHAEKCOM Ipoiudepaum.

Bce nanuenTku (9 ciydaes) noiy-
YaJI1 KOMOMHHPOBAHHOE NI KOMILJIEKC-
HOE JICYCHHE COTJIACHO KIMHUYECKUM
1 MOP(OJIOrMYECKUM CBOMCTBAM OITy-
xoJnel. BHe 3aBuCHMOCTH OT cTaguu
u Mopdonoruyeckoit hopmel, 8 (88,9 %)
TAI[EHTKaM IIPOBEICHO paJuKaIbHOE
Xupypruueckoe jeueHue. Cpenu HUX
6 (66,7 %) maruentok ¢ I u 11l cragueit
3abonesanus, 1 (11,1 %) manuentka c IV
cragueil. PagukaapHast MACTIKTOMUS
WJIM PE3EKIINN MOJIOYHOH KeJIe3bl ¢ pe-

THOHAPHOU JIMM(OIUCCEKITUCH BBITION-
Henbl 7 (77,7 %) naunentkam u 1 (11,1 %)
OOJIPHOW BBITMIOJTHEHA [TUTOPECIYKTHB-
Has oniepanus ¢ pesexiueii 6onee 70 %
o0BeMa ormyxoneBoit Maccel. Toibko 1
(11,1 %) marpieHTKe C JUCCEMHHUPOBAH-
HOH opmoii 3a00IeBaHUS (MHOXKECTBEH-
HBIC METACTa3bl B KOCTH H PETHOHAPHBIC
TUM(ATUICCKUE Y3ITbI) XUPYPrUICCKOE
JIeUeHUE HEe MPOBOJUIOCH.

OOmias 2-1eTHSS BEBKUBAEMOCTh
6onpHBIX HOO MOIOYHOW Kene3sl
coctaBuna 100 %, 3-netHssa — 75,0 %,
S-netHsas — 25,0 %. AByxuernss 0e3-
peluIMBHAS BBDKHBAEMOCTh COCTABIIIA
62,5%.

Heiiposnooxkpunnvie Hosoobpazosa-
Hus suyHuxos BeisBieHbI B 0,04 % Ha-
omonenuii (13 mepBUYHBIX OMyXOJIeH
u3 31786 ciiyyaeB 3710Kau€CTBEHHBIX
HOBOOOpa3oBaHui sMuHUKOB). Hanboms-
Irasi rpyTia ObLIa MPEACTaBIICHA KapIu-
Hounamu — 9 (64,2 %) narueHToB. Y 4
(30,8 %) 6onpHBIX OBLT BBIsIBIICH MKP.
Knuanueckas kapTHHA 3aBHCENA OT OHO-
JIOTHYECKOT0 TOTEHIIMAJIa Oy XOJIH.

Kapyunouowi. CpenHU# BO3pacT
nareHToB coctaBmi S0 set (ot 34 net
1o 62 net, menunana 51 rox). Ha Mmoment
obpanienus 3 (33,3 %) maleHTKU UMEITH
COXpaHEHHYIO (epTHIBHOCTb, 4 (44,4 %)
MAIMEHTKN HaXOAMIINCh B MEHOIIAy3¢
6onee 5 net. KilmHMUecKre CHMITOMBI
MPOSIBIISLIINCH B BUJE ’Kasio0 Ha 601H
B )xuBote — 4 (44,4 %) nauunenTa, Ha-
IUYUs NaabnupyemMont onyxonu — 1
(11,1 %) manuieHT 1 CHUMITOMOB OOIIEH
naTOKCcHKarmu — 1 (11,1 %) manuent. Ya-
CTOTa BCTPEYAEMOCTH KapLITHONTHOT'O
CHHJIpOMa (IIPHJINBBI KPOBH K JIMILY) CO-
cramia 22,2 % (n = 2). Pactipenencaue
IO CTA/IMSIM TIPEZICTABIICHO CIIETYFOLINM
o6pasom: I cragus 3aboneBanus — 4
(44,4%) maumenra, Il cramus — 1 (11,1 %)
naruent, [V cragus — 3 (44,4 %) 60b-
HBIX. Y Bcex manueHToB ¢ IV craaueit
JIMarHOCTHPOBAaHBI MHOXKECTBEHHBIE Me-
TacTasbl B IIEYCHH, B TOM HYHCIIE y ABYX
OOJIBHBIX — KAHIIEPOMATO3 OPIOIIMHBI.
B nByx cirydasix oTMe4anaoch IOBBI-
menue ceporonnHa (15112169 ur/mn)
u xpomorpanuta A (2897-6195 ur/mn)
B CBIBOPOTKE KpoBH. [Ipn mMMyHOTrHCTO-
XMMHUYECKOM HCCIIEIOBAaHUH HU B OTHOM
n3 cyyaeB HOH simaHuKOB He Oblia BbI-
SIBJICHA 9KCIIPECCHSI PELIETITOPOB 3CTPO-
T'CHOB U IPOTreCTEPOHA.
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Bce manueHTHI ¢ KapUUHOUIAMU
suaHukoB [-II craguu 3ab6oiieBaHus
IOCJIC PaJINKAITBHOTO XUPYPTrUYECKO-
T0 WU KOMOMHUPOBAHHOTO JICUCHUS
JKHUBBI 0€3 MPU3HAKOB MPOTPECCUPO-
BaHMUsI 33 TICPUOJT HAOTIONCHUS OT rofia
1o 18 set. 3a mepuox HabmoeHUs 0T 7,7
1o 19,6 mecsna cpeau nanueHToB ¢ [V
cranuei 3ab0oneBaHus IOCIIE KOMOU-
HHUPOBAHHOTO JICYCHUS JIBOC YMEPIIH
OT MpOrpeccupoBaHus 3a00ICBaHUS
yepes 7,7 u 8,5 Mecsia, 1Ba NayueH-
Ta MOCJI€ OKOHYAHUS JIEUCHHUS KUBEI
0e3 mporpeccupoBaHus MPU MEPUOIC
Habmonenus 12,5=19,5 mecana.

Menxoxnemounsiii pax. Bo3pact na-
LHEHTOB BapbsupoBai oT 30 1o 70 net
(cpenuuii Bo3pacT 51 rom, MmequaHa
42 rona). Ha MoMeHT oOpamieHus 1Be
MAIUEHTKH UMEJTH COXPaHECHHYIO (ep-
THIBHOCTD, & TBOE IPYTHX HAXOMIIUCH
B MeHomay3e Oosee 5 net. Y Tpex nauu-
€HTOB OTMe4eHa [V cTamus 'y omHoro —
III cramus 3a6oneBaHus. MeTtacTasbl
JIOKQJIM30BAJIACH B IICYCHH, ITOJIB3/IOII-
HBIX U TAXOBBIX JINM(PATHICCKUX Y3TaxX.
Knuauyeckue nposBiacHUs 00JIC3HU
BBIPAXXAJNCh B BUJIC CAMIITOMOB 00-
IIEN MHTOKCUKALIMK U Kajo00 Ha 0onun
B JKMBOTE. Pazmep nepBUYHOI OITyX0IH
BapbUpPOBAJ OT 6 10 8 cM (B cpeHEM —
6,7 cm). [IposiBiICHHS KapIITHOUTHOTO
CHUHApPOMA He OBUIM OTMEUYCHEI HU B O]~
HOM CIIy4ae, OTHAKO Y OJJHOI'O MAIUCHTA
OTMEYAJIOCh TIOBHIIIICHHE CEPOTOHUHA
CBIBOPOTKH KpOBH 10 3 965,8 Hr/Ma
u xpomorpanusa A no 5370,2 Hr/mi.

Bce manuentsl ¢ IV craguei 3a-
OoJleBaHUS yMEPIIH OT IPOTPECCHPO-
BaHUS: CPEIHSSA IPOJIOJDKUTECIBHOCTh
JKH3HU cocTaBmia 9,5 mecsana (Meana-
Ha 8,3 mecsia). ExuHCTBEHHBIH may-
et ¢ [II cragueit 3aboneBanus mocie
KOMOWHHPOBAHHOTO JICYCHUSI )KUB 0€3
MIPU3HAKOB MPOTPECCUPOBAHHUS (IIEPUOJ
HaOmoaeHHS — 4 TO/1a).

Honst netiposndokpuHnHubiX HOBO-
00pazosanull wietlku Mamku COCTaBH-
na 0,44 % (14 nepBUYHBIX OITyXoJIeH
u3 3 149 cnyyaeB 3J10Ka4e€CTBEHHBIX
HOBOOOpa3zoBaHMi melku MaTky). Han-
OonpIras rpymma OblIa IPeCTaBICHA
MKP (6 ciryqaes —42,8 %),y 3 (21,4 %)
narueHToK ObL1 BeIsiBIIeH KKHOP, y 2
(14,3 %) manmentox — HO0; 2 (14,3 %)
OCTaBIINXCS MAUCHTKY MMEITH CMEIIIaH-
HYI0 (OpMy paka, BKIFOYAIOIIYIO ILI0-

CKOKJIETOUHBIN U HEHPO3HIOKPUHHBII
pax. CpenHuit Bo3pacTt OOJIBHBIX cOCTa-
Bua 45,7 rona (ot 22 mo 71 net, Mmeauana
51 rox). BHe 3aBUCUMOCTH OT TUCTOJIO-
THYECKOr'o TUIIA U CTa1H 3a00JICBaHH,
Ha MOMEHT oOparieHus 6 (42,9 %) mau-
€HTOK HE UMEJIN KJIIMHUYECKHUX ITPOsIB-
neHuii 6onesny, y 4 (28,5 %) nanueHTok
OTMEYaJINCh KPOBSHUCTHIC BBIJCIICHUS
13 TI0JIOBBIX ITyTeH BHE MEHCTPYaJIbHOTO
nukia, y 4 (28,5 %) G0NbHBIX IPUCYT-
CTBOBAJIN CHMIITOMBI O0IIIEH HHTOKCH-
Kanuu (001mas ciadoCcTh U CHHXKEHUE
Beca). KapiimHouiHbIi CHHAPOM Ha MO-
MEHT 00pallleHns1 OTCYTCTBOBA Y BCEX
nanueHToB. [Ipu qucceMnHIPOBAaHHBIX
(opmax 3aboeBaHNs METacTasbl B IBYX
CIIy4asiX JIOKaJIN30BAJIUCh B TOJIOBHOM
MO3re, IeYeHH, 3a0PIOIINHHBIX U PEruo-
HAPHBIX TUM(PATHYCCKUX y3J1aX, B OMHOM
ciydae ObLJ BBISIBJICH METAcTa3 B MO-
mouHoH xene3e. Cpenu HU3KoAUDPe-
penunpoBaHHbIX popm HOH nHnexc
Ki-67 Bapsuposain ot 50 1o 90 %, npu
H30 - 10-12%, B HEelpOIHIOKPUHHOM
KOMIIOHEHTE CMELIaHHOT'0 paKa MHJIEKC
nponudepanuu gocrurai 97 %.

Bce mamnueHTsl, Bomeamue B Ue-
cienoBanue (14 ciryuyaes), mosryyaiu
KOMOWHHPOBaHHBIE METOABI JICUCHU S
B 3aBHCHMOCTHU OT MOP(OJIOTHH OITy-
XOJIHM, CTEIIEHU PacpOCTPAHEHHOCTH
OIyXO0JIEBOTO IIpoLecca U CEKPEeTUpy-
IOIIEH aKTUBHOCTH OITyXOJIH.

[lepron HaOMIOAEHUS TALIICHTOB
¢ KKH3OP u MKP mieiiku maTku co-
ctaBui ot 1,0-6,0 rona, marfueHTORB
¢ H30O - 2,5 u 7,0 rona. Ham He yna-
JIOCH OLIEHUTH MTOKA3aTEeIH BEIKUBAEMO-
CTH cpeu HanboJjiee MHOIOYHCIICHHON
TPYIIIBI MAIUCHTOB (MEIKOKJIETOUHBIN
Pak) B CBS3U C TEM, YTO UMEIOLIHECs
Ppe3ysbTaThl HOCUIIH JI0BOJILHO HEOHO-
3HAYHBIA XapakTep. C y4eToM Malioro
KOJINYEeCTBA KIIMHUYECKUX HAOJIO/ICHUH,
TaK’Ke He MPEeICTaBUIOCh BO3MOXKHBIM
MPUHITH K 00IIEMY BBIBOJY O TAKTHKE
JICUCHUSI JTAHHOM T'PYIIITEI OOJNBHBIX.

Jons HetposHOOKPUHHBIX HOB000-
pa3o8anutl SHOOMempusi COCTaBUIIA
0,05 % (5 nepBuuHBIX omyxonei u3 8358
CJIydYaeB 3JIOKa4eCTBCHHBIX HOBOOOpa-
3oBaHui sHHOMeTpHs): HOO u MKP —
1o 2 (40 %) nabnroneHust u oxuH (20 %)
ciydaii cmemiannoro HOH Ttena matku
(H20 B coueTaHnu ¢ 3HIOMETPUOHI-
HOU aeHoKapiuuHoMoi). CpenHUAN BO3-
pact mauueHToB coctaBuia 54,8 roma

(ot 44 no 63 net, Mmenuana 55 ner), 3
MaIMeHTKN HaXOAMINCh B MEHOIIay3¢e
6oxee 5 ner. JlokanuzoBanuas gopma
3abonesanus (I-11I cragum) nHabmrona-
nack y 4 (80 %) manueHToB, AUCCEMHU-
HupoBaHHas —y 1 (20 %) 6onbHON. BHe
3aBHCHMOCTH OT CTaJINH 3a00JIeBaHUS
1 MOP(OJIOTHYECKOTO THIIA OIYXOJIH
BCE MALMEHTKN HAa MOMEHT 00paIieHus
HPebSBIISIIN 5KaJl00bl Ha KPOBSHHUCTHIC
BBIICJICHUS U3 MOJOBBIX MyTeH, y 2
(40 %) ObLTM OTMEYEHBI CHMIITOMBI 00-
et uatokcukanyu (111 u IV cranus 3a-
OosieBaHUs) U 'y OHOM OOJIBHOM — 60NN
B xkuBorte. [Ipu qucceMuHrpoBanHon
(dopme 3a00seBaHUS (MEITKOKJICTOYHBIH
pax) MeTacTa3bl JIOKaJIM30BAJIUCH B I1a-
XOBBIX M PETHOHAPHBIX JINM(aTHUECKUX
y3llax, a pa3Mep NEepPBUYHON OIMyX0IH
npocrurain 18 cm. KapunHonausiii cus-
JIPOM U TIOBBIIIEHNE CHEIU(PUIESCKIX
OMOXMMHUYECKHX MapKEPOB B CHIBOPOTKE
KPOBH He OBLITY BBISIBJICHBI HU B OTHOM
ciyqae. Magexc nponugepannn HO0
cocraisia 7-9 %, MKP — 55-70%, npu
cMmemranHo# ¢popme — 12 % (Helpo3H-
JIOKpPUHHBIH KOMITOHEHT). DKCIIpeccust
peLenTopoB ACTPOreHa 0TMedanach
ToibKO B 20 % HaOmroneHn.

ITanmentam c I-1II ctagusmu HO0O
OBLIIO TPOBEAEHO TOIBKO PaIMKAIBHOE
Xupypruueckoe jgedenue. Ilanuentka
co cMenIanHo# omyxoibto (HO0 u azne-
Hokapumnnoma) u III craaueii 3abose-
BaHM IT0JIy4aJia KOMOMHUPOBAaHHOE
JedeHune (pagrKaabHOE XUPYPrudecKoe
JICYCHNE U abIOBAHTHYIO XUMHOTEPa-
nuto Gropodypom).

[lepuon HabmrOAEHUS TAIITUCHTOB
c H3O u I, II u III cragusamu cocta-
BuJI 14, 22 1 7 1€T COOTBETCTBEHHO.
Ha momeHT nocieqHero KOHTpos Bce
MaIMEHTHI )KUBBI, Y TBOUX (TALUEHTHI
co II u I1I cragueit) nporpeccupoBaHue
HacTynuio yepes 16 et u 12 mecsues
cooTBeTCTBeHHO. [TanueHT ¢ Menko-
KJIETOYHBIM pakoM U IV craguei 3a-
OoseBaHMs yMep B TEUEHHUE 2 MECSIIIEB,
JIeUeHHUE He MPOBOAMIIOCH.

Heuiposuooxpunnvie Hosoobpa3zo-
séanus nevenu BoisiBieHbI B 0,27 % Ha-
Osronenwnii (13 mepBUYHBIX Oy XoJIei
u3 4832 ciyuaeB NEpBUYHBIX 3/I0KaUe-
CTBEHHBIX HOBOOOpA30BaHMH EUCHH).
Bce HOBOOOpa3oBaHus ObLIH ITpECTaB-
nenbl uckmountenbno H20. [lannas
rpynma Bkiodaia 6 (46,2 %) sxeHIuH
u 7 (53,9 %) myxuun. CpeqHuii Bo3-
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pact nanueHToB coctaBun 48,4 roga
(ot 25 no 67 ner, menuana 47 net). Bee
MIAIIMEHTHl HA MOMEHT 00OpalleHus Me-
JIM M30JINPOBAHHOE TTOPayKEHHE NEeYECHH,
y 1 (7,7%) 60apHOTO OBLIO BBHISIBIECHO
ropa)keHHe pernoHapHbIX JuMdaru-
YEeCKHUX y3JI0B BOPOT IeueHu. Bo Bcex
CIIy4asix 0TMEYaJINCh MHOKECTBEHHBIE
y3II0BBIC 00pa30BaHUS B 00CUX JOIAX
neyeHu. Bompoc o craguun 3abonesa-
HHUS OCTAeTCA OTKPBITHIM, NaHHBIHI
(aKT MOXXHO pacueHuTh Kak IV cra-
JIVIEO VJTH YK€ MYJIBTHLIEHTPUYHBIH POCT.
CuMnTomMaTHKa BeIpaKajach B BUJIE
Haju4us 60JM B mpaBoM Hoapedepbe
y 7 (53,9 %) nanueHToB, CHMIITOMOB
o0mieit naToKCcHKanuu — B 12 (92,4 %)
caydasx, xkeatyxu —y 1 (7,7 %) 6omnb-
HOro, Torna kak B 2 (15,4 %) nabnroze-
HUSIX CUMIITOMaTHKa OTCYTCTBOBAJIa,
a OIyX0JIEBOE MOpaKeHHeE MedeHH ObLIO
ciydaiinoi Haxoakoi. Y 4 (30,8 %) ma-
LIHEHTOB OTMEYaJIOCh HAJIMYHE OJIHO-
0 HanOOJIBIIEr'0 OIYX0JIEBOI'O y3Ja
B MPaBOH J0JIe IeYeHU Ha )OHE MHO-
JKECTBEHHBIX MEJIKMX odaroB. Pazmep
OIlYyXONHU BappupoBai ot 6 1o 13 cm
(B cpenHeM 9 cm), unyekc Ki-67 — ot 2
10 15%.

[oBeIIEHNE CEPOTOHUHA U XPOMO-
rpaHrHAa A B CBIBOPOTKE KPOBH OTMEYe-
HO B 61,1 % (n = 8) HaOmroneHuit u co-
MIPOBOKAAJIOCH IIPOSIBICHUSIMH KapIX-
HOMJTHOT'O CHH/IpOMA (TIPHJTUBBI, ANapest
W TaXHUKapaus). YPOBEeHb CEPOTOHHHA
BapbupoBai ot 220 no 948 Hr/mi, xpo-
MorpanuHa A — ot 101 go 2119 Hr/mi,
B OJTHOM CJIy4ae OTMEYaJIOCh ITOBBIIIE-
Hue 5-TTNVYK B cyTouHoit Mmoue 10 540
MKMOJb B CyTKH. B cooTBeTcTBUE
¢ knaccuduranueit BO3 (2019) y 5
(38,4 %) 6osbHBIX HOBOOOpa30BaHUE
cootBeTcTBoBasI0 HOO Gl, y 8 (61,6 %)
6ompHBIX — HOO G2.

ITanuentsl ¢ HOO G1 nmenu mne-
puon HabmoneHus ot 4,5 Mmecsna
no 11,0 roga — Ha naTy nocienHe-
IO KOHTPOJISI BCE MAllMEHTHI KHUBBHIL.
B rpynne nanuenTtos ¢ HOO G2 nepuon
HaOJIIOJECHMS COCTABHUII OT 7,5 Mecsia
1o 6,0 roga; mporpeccupoBaHue B IaH-
HOH I'pyIIIe OTMEYEHO B JIBYX CIIydasix
yepes 11,0 mecsiia (cMepTh HacTymmIIa
uyepes 14,7 mecsna) u gepes 5,0 rona.
Bce ocTanbHble TAIIMEHTHI >KUBBI HA MO-
MEHT HOCJIE/IHETO KOHTPOJIS.

Juaenocmurxa HOH peokux noxa-
auzayuti. B 1aHHOM HCCIIeJOBaHU U

BCEM MalIMEHTaM NIPOBOAMIINCE Py THH-
HBIE€ METOJbl ITUATHOCTUKU COTJIACHO
JIOKaNIU3aluu IEpPBUYHOTO 04ara, Kiu-
HUYECKOI KapTUHE U OHOIOTNYECKUM
cBoiicTBaM onyxoiu. C [enblo OLEHKU
pacnpoCTPaHEHHOCTHU OIYXOJIEBOr0O
npouecca UCHOJIb30BaIUCh JIyYEBbIE
MmeTonbl nuarHoctuku — Y3U, KT
u MPT ¢ BHYTpUBEHHBIM KOHTpa-
CTUPOBAHUEM, OJJHAKO PEHTI€HOJIO-
ruyeckasi KapTuHa, IpUHIIUNIHATIBHO
omnnyaromas HOH ot apyrux 3mnoka-
YECTBEHHBIX HOBOOOpa30BaHMUH, OT-
cyTcTBOBazna. Takxke MPUMEHSIIUCH
crier(uIecKre METOIbI IMarHOCTHKH,
TakHue KaK pajuOU30TONHOE Uccle-
JIOBaHUE C UCIOJb30BAaHUEM aHAJIO-
rOB COMaTOCTaTHHA U30TONA UHAUSA
(""In-okTpeotun) u [IDT-KT ¢ *Ga-
DOTA-okTpeoTu npu pacnpocTpa-
HEHHBIX cTanusx 3aboneBanus HOO.
UyBCTBUTENBHOCTh AAHHBIX METOJOB
coctaBuina 90,8 %, npudyeM TOIbKO
Yy MalueHTOB ¢ GPYHKIIMOHUPYIOUIU-
mu HOO.

Cpenu 1a60paTOpHBIX METOIOB 00-
ClIeIoBaHMs ITPH (PYHKIIUOHUPYIOIINX
OITYXOJIs1X ObLIM HH(OPMATUBHEI CIIe-
uduueckre ONOXMMHYECKHE MapKephl
(CEpOTOHUH U XPOMOTPAaHUH A B CBHIBO-
potke xkpoBu u 5-THYK B moue), npu
9TOM OIIyXOJIEBBIE MapKEePhI, XapaKTep-
HBIE AJIs IPYTUX 3]I0Ka4€CTBEHHBIX HO-
BOOOpa30BaHMI TEX K€ JOKAIH3AIAN
(CA125, ADII, CA19.9, CA15.3 u npy-
rue), He UMeJIH TMarHOCTHYEeCKH 3Ha-
YUMBIX OTKJIOHEHUI.

Heo06xonqumMo oTMETHTH, YTO
HH y ogHOro 6onpHOTO ¢ HOH moukw,
MEeWKN MaTKU U SJHIOMETPUS HA MO-
MEHT EPBUYHOTO 00paIieHus He ObLI0
OTMEUEHO TOBBIIIEHUS YPOBHS XPOMO-
rpanuHa A, ceporonuHa u 5-TUVK
B MOue€.

Bcem manuenTaM OBLIO BBIIIOIHEHO
KOMILIEKCHOE 00CJIeI0BaHUE IS HC-
KJIOUeHHs MeTacTa3oB u3 opraHoB KKT
1 OpOHXOJICTOYHOM CUCTEMBL B rpyrme
nepBruuHbix HOH nedenu Bce nanueHTs
00cye10BaHbI B MOJTHOM 00BbEME, BKITIO-
Yasi pEHTT€HOJIOTHYECKOE UCCIIEJOBAaHNE
JIETKUX ¥ 3HIOCKOIMYECKOE UCCIIEI0BA-
Hue JXXKT; kpome Toro, 3a Becb IepHos
HAOJIOICHUS IEPBUYHBINA 0Yar Ipyrou
JIOKAJIA3AIMH Y JAHHOH TPYIIIBI HE OBLIT
BBISIBJICH.

HUmmynomopgonocuueckue gax-
mopbvl npo2Ho3a (ponugepamueHblil
unoexc). Il]pyHuMas Bo BHUMaHUe 3Ha-
YUTENBHYIO PEIKOCTh JaHHBIX HOBO-
00pa3oBaHMii, IOPOTrOBBIC 3HAUYCHHU S
nHpekca nponudepanun (Ki-67), 3a uc-
kiroueHueM nepsuuHsix HOH neyenn
(xnmaccudpukanus BO3, 2019), B Ha-
cTosIIee BpeMsl OTCYTCTBYIOT. BBy
MaJioii BBIOOPKH OOJIEHBIX HAM TaK)Ke
HE yJaJloCh YCTAHOBHUTH ITOPOTOBEIE
3HayeHus nHAekca Ki-67, noctoBep-
HO aCCOLMMPOBaHHBIE C IPOIHO30M.
Cpeau H30 nHnekc nponudepanun
BapsupoBai ot 1 1o 50 %, npu MKT —
ot 40 1o 90 %, npu KKH3P — ot 50
110 95 %, npu cMelmaHHbIX popMax —
ot 16 mo 99 %. IIpu HOH noukwu 6pL1a
OTMEUYCHa TEHJCHIIHS MEX]Iy POCTOM
pa3MepoB OITyXOJIH, TIOBBIIIEHHEM CTa-
MY 3a00JIeBaHMsI M MHIEKca Tposude-
pauun. BenencrBue manoit BEIOOpKH
JIOCTOBEPHBIX CTATUCTHUECKUX TAHHBIX
HE IT0JIyYEHO, OTHaKO HanOOoJIbIINE pa3-
MepBHI OITyXO0JIEBOTO y3J1a M pacipocTpa-
HEeHHas cTaJus 3a00J1eBaHuUsI KOpPeIn-
poBainu ¢ 6ojiee BEICOKUM HHJIIEKCOM
nponudepanun. O000IICHHBIE TaHHbIE,
oTpakarouiue npoyindepaTuBHYIO aK-
tuBHOCTh HOH peaxux mokanuzauui,
MPUBEACHBI B mao. 2.

Tabamua 2

BeAnynHa nHaekca npoancpbepaumm (MHaekc Ki-67) HOH pasAnyHbIX AHATOMMYECKUX

AOKQAM3ALMIA N MOPCPOAOTMHECKNX CPOPM

CMelldaHHble oopMbI

Aokaausaums H30 MKP KKH3P (HEMPOIHAOKPUHHDIN
KOMMOHEHT)
Moyka 2-15% 60% 50% =
MoyeBo ny3bipb - 70-85% - -
MpeACTaTeAbHAS XeAe3a - 70-90% 95% =
MoAOYHASA XeAaesa 1-50% - 16%
ANYHMK 1-10% 40-85% - -
LLlerka martkm 10-12% 50-80% 50-90% 80-99%
SHAOMETPUM 7-9% 55-70% - 12%
MeyeHb 2-15% - =
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O6cy:xkneHue
B Hacrosmiee Bpems HeT obmie-
MIPUHSATHIX METOJOB JICUCHUS JaHHOM
TPYIIIBI MAUEHTOB BBUY PEAKOCTH
TIaTOJIOTUH, U OHO ITPOBOAUTCS COTJIACHO
HOH npyrux nokanusanui. I1pu ana-
JIM3€ MOJIYUYEHHBIX JTAHHBIX IIPOTHBO-
OIlYyXO0JEBOE JIeUeHUE TPOBEIEHO 92
(100 %) marmenTam. OnepaTHBHOE JIeUe-
Hue BbIoIHEHO B 47 (51,2 %) ciryyasx,
KOMOWHHMPOBaHHOE JIEUCHHE (OIIeparus
u cucteMHoe JieueHnue) — B 33 (35,9 %),
TOJIBKO CUCTEMHOE JICUCHHE MOy YHIIN
28 (30,5 %) marueHToB.
[IporpeccupoBanue 3aboeBaHUs
Hactynuio y 25 6onpabx (27,3 %),
n3 HuX B 21 (84,0 %) cirydae orMeyanoch
TIOSIBJICHHE OTAAJICHHBIX METAacTa30B,
u B 4 (16,0 %) cirydasix — JIOKaJIbHBII
peunaus. Ha ocHOBaHMM mpoBeeH-
HOT'0 aHaJIN3a yJaJIOCh IIPOCIECIUTh
HEKOTOpPBIE OCOOCHHOCTH U 3aKOHO-
MepHocTH B neuenn HOH otaenpHbIX
nokanu3auui. Tak, B Tpyrine OOJBHBIX
¢ H30 noukwu 111 cragun 3aboneBanus
u 6onee BeIcOKUM HHAEKcOoM Ki-67
OTJAJICHHBIE pPe3yJIbTaThl KOMOMHU-
POBAaHHOTO JICYCHHS (XHPYPrudecKoe
JIe4YeHUEe U XUMHOTEPaIIus) CorocTa-
BHMBI C BBDKHBA€MOCTBIO TTAIIIEHTOB
¢ I-II cranueil, moy4UBIINX TOJIBKO
XUpypruueckoe jiedeHue. Takum 06-
Pa3oM, MOXKHO TIPEATIONOKUTH, YTO IIPO-
BeZleHHEe KOMOMHUPOBAaHHBIX METOJIOB
JICYCHHMsI y TALIMEHTOB C PAHHUMH CTa-
JUSMU MOXKET YJIYUYLIUTh [TOKa3aTesn
o0meii BeknBaemMocTH ipr HOO noukw.
B rpynre 6oipHbIXx HOH Momnouno#
xenessl 111 cragum 3a0oneBanust orMe-
YEHO, YTO ITPOBE/ICHUE JIyYeBOH Teparuu
B a/IBIOBAHTHOM PEKUME 3HAYUTEIHHO
YIIY4YIINJIO OTAAJICHHBIC PE3YJIBTATHI,
a IMpOoBeJICHNE HEO0aIbIOBAHTHON Tepa-
u¥, Ha000pOT, HE UMEJI0 HUKAKOT0
BIIUSIHUS Ha BBDKUBAEMOCTH (maoi. 3).
[TanueHTHI ¢ KApIUHOUIAMHU STUY-
HUKOB 1 | cTagueit 3aboneBanusi, Moy-

YHBIINE TOJIEKO PaJUKaJIbHOE XUPYPrH-
YecKoe JIeUeHUE, He MMEJH MTPU3HAKOB
IIPOTrpecCHpOBaHMs Ha JaTy MOCIIEIHE-
r'o KOHTpOJIs (HabJoieHNe B TE€UCHNE
1-14 ner).

Bce manyeHTs! ¢ KapUUHOUIHBIM
CHHAPOMOM HJIY ITOBBIIIEHHEM OHO-
XHMHYECKHX MapKepOB B CHIBOPOTKE
KPOBH NOJyYajH JEYCHHE aHaJIOTaMHt
coMaTocTaThHa. XMMHOTEpaneBTHIe-
CKOE JIeUEeHHE TIPOBOIMIIOCH aHAJIOTHYHO
apyrum HOH B cooTBeTcTBHU ¢ MOp-
(hONIOrMYECKMMH TUTIAaMH U CTETIEHBIO
3JI0Ka4€CTBEHHOCTH.

W3 ocobenHocTel naHHOHU rpyII-
bl HOBOOOPA30BaHUH CIIENYET TaK)Ke
OTMETHUTH, 4T0 HOH nmeroT Boicokue
IOKa3aTesn BBDKUBAEMOCTH (TIEpHOJ
HaOmrogeHus 1 mecsn — 14 neT), kak
oOmel, Tak 1 6€3 MporpeccupoBaHus,
U TPpeOYIOT JUINTEIBHOT0 KOHTPOJIS
n HaOmoneHus (He meHee 10 seT) B cBs-
3M C BO3MOXXHBIM MO3JTHUM MeTacTa-
3UpoBaHHEM. Tak, HA MOMEHT OLCHKH
OTHaJeHHBIX pe3ynbraTtoB 20 (21,8 %)
MALEHTOB YMEPJIN OT IPOTPECCUpo-
BaHus, a 12 (13,1 %) O0onbHBIX BHIOBIITN
n3-nox HaOuroneHust. OcTanbHbIE Na-
LIUEHTHI )KMBBI HA MOMEHT ITOCJIETHETO
KOHTPOJISI.

3akil0uenue

H3H — penkast camocTosiTenbHast
rpyIina 3JI0KaueCTBEHHBIX OMyXOJieH,
MMEIOMasl PsiJl YHUKAJIBHBIX 0COOCH-
HOCTEH 1 TpeOyIoIIast HECKOJIBKO HHOTO
MOAX0/a K AMATHOCTHUKE U JICYEHUIO, YEM
HanOoJsee pacIpoCTpaHCHHBIC 3JI0KAa-
YeCcTBEHHBIC HOBOOOpa3oBaHus. Buy
PEAKOCTH NAaTOJIOTUH B HACTOSIIIEE BPe-
MS1 OTCYTCTBYIOT KJIMHUYECKHE PEKO-
MEHJAINH [0 JUATHOCTHUKE U JICYEHUIO
ManueHToB ¢ peakumu Gopmamu HOH.

B uenom Ha OCHOBaHMM aHaIU3a
MOJIYYEHHBIX TAHHBIX MOXHO OTMeE-
TUTb, YTO TAKTHUKA JICUEHUS IEPBUYHBIX
H3H peaxux nokanu3anuii aHaaoruyHa

JIEYEHHIO PYTUX 3JI0KAUE€CTBEHHBIX
HOBOOOpa30BaHUH TEX )K€ JIOKaIn3a-
LHUH COTJIaCHO CTaaNu 3a00JeBaHU s
Ha MOMeHT oOpameHusi. OgHaKko He-
00X0AMMO IPUHUMATH BO BHUMaHNE
MOP(hOIOrHUeCcKOe CTPOSHHUE OILYXOIH
¥ OMOJIOrNYeCcKHe OCOOEHHOCTH ITPH BBI-
Oope nekapcTBEHHOI TepanuH (cornac-
Ho neueHuto HOH numesapurtensHOl
1 OpOHXOJIETOYHOM CHCTEM), a TaKXKe
BO3MOXXHOCTb MCIOJIb30BaHUS LIUTO-
PEAYyKTUBHOIO XUPYPrUYECKOr0 BMe-
nratenbeTBa. Bee aTo neMoHCTpUpyeT
BaXKHOCTb MYJIBTHAUCLUIINHAPHOTO
MO/IX0/1a B JIeYEHHH OOJIBHBIX. JlaHHOe
HCCIIEIOBAHUE MOXKET CIYXKUTh €Ille
OJTHMM BKJIaJIOM B U3y4€HHUE 3TOH MaTo-
JIOTUU U, B COBOKYITHOCTH C MUPOBBIMHU
JITaHHBIMU, TTO3BOJIUT IIIy0Ke N3YUUTh
npobiemy.

Asmopbi 3as61510m 06 OMCymcmseuu
KOHIUKMa unmepecos.
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Tabamua 3

Pe3yAbTaTbl Ae4eHns nauneHToB ¢ HOH MoAo4HoIM xeAesbl u Il cTaamuei 3a6o0AeBaHns

WUnaekc Ki-67,% ER/PR Craaus Aevenune e nporpe::vfxaaum, o
10 +/+ Il XT+ON+XT/UT+TT 21,7
16 +/+ Il O+ XT+ AT+ [T -
40 +/+ Il ON+ XT+ AT+ [T -

AAa uuTupoBanus: A66acosa A.B., Moankapnosa C.b., Ko3aos H.A., ApTaMOHO-
Ba E.B., KupcaHos B.1O., CeanBaHoBa B.B., KoBareHko U.M. OCOBEHHOCTM KAWHM-
4ECKOro Te4eHMs, MOPADOAOTMYECKON AMATHOCTUKM M dOAKTOPbI MPOrHO3a HEMPO-
SHAOKPUHHBIX HOBOOBPA30BAHUIA PEAKUX AOKAAMIALLMIM. MEAMLIMHCKMI AACDABMT.

2020; (29): 54-60. https://doi.org/10.33667/2078-5631-2020-29-54-60.

MeproA HAGAIOAEHMS, MeC.

Craryc

38,8 be3 npossaeHus 3060A€BAHMS
23,0 bes nporpeccuposanma
96,0 bes nporpeccuposanma
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nova V.V., Kovalenko I.P. Features of clinical course, morphological diagnosis
and prognosis factors for neuroendocrine neoplasms of rare localizations. Medical
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