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AKTyanbHOCTb. APEHOKOPTUKOTPOMHbIN  rop-
MOH-3KTONMYecknii cnHapom Kywurra (AKTI-3C) -
CUHAPOM TUMNEPKOPTULIM3MA, BbI3BaHHbIA SKTOMW-
Yeckon  mpomyKuven  agpeHOKOPTUKOTPOMHOro
ropmMoHa W/unu ero npefwecTBEHHNKOB HENPO3H-
OOKPUHHBbIMK onyxonamu (H30) pasnuyHon foka-
Nn3aumn — KapuvHOMAAMU NErKNX U BUNOYKOBOWA
»enesbl, pexe H30 nogykenyfoyHON »enesbl n xe-
NYAOYHO-KMLLEYHOFO TPaKTa, MeaySiNspHbIM Pakom
LMTOBMAHOW »Kene3bl, GEOXPOMOLIUTOMAMU, MENTKO-
KIETOUYHbIM PakoM JIETKMX, a Takxe HEKOTOPbIMM ApY-
rmn Tunamm onyxonei. LLinpoknin cnektp onyxonein
c AKTI-3C onpepenset CNoXHOCTb UX ANArHOCTUKM
1 neyeHus. Matepuan n metogbl. MaTtepuanom
nccnejoBaHNA MOCAYXKUIAN ONepaLMoHHble U Ava-
rHOCTYeCKMe 6uoncum ot 60 NaLreHTOB, y KOTOPbIX
6b1n1 BbiABNEHbI onyxonu ¢ AKTI-3C: 36 (60%) cocTa-
BUJIN KapLMHOWAbl GPOHXONErOYHOM NoKanmsaumu,
10 (16,7%) - Tvmyca, 5 (8,3%) — H30 nopgxenyaoyHon
enesbl, 3 (5%) — MegynnApHbIA paK LUTOBUAHOW
»enesbl, 3 (5%) — H30 ¢ Hen3BeCcTHOW NepBUYHOIA
nokanusauyueis, no 1 (1,7%) cnyyato — H3O anneH-
[VIKCa, CEenon KNLWKKM 1 GeoxpomoumToma. KeHLMH
6b110 38, My>uuH 22 (1,72:1), cpegHuin BO3pacT na-
umneHToB — 39+14 (o1 16 go 77) ner. MNpoBogunca
aHanu3 KAMHUYECKMX HaHHbIX, Mopdonormyeckoe
1N VIMMYHOTUCTOXVIMUYECKOE WCCIIefOBaHME OMyXo-
nen. Pesynbratbl. TnuuHble KapunHouabl (TK) ner-
KX (B COOTBETCTBUM C KnaccuduKkaumen BcemmpHonm
opraHusauuy 3apaBooxpaHeHus, 2015) coctaBunu
77,8% (28 13 36) onyxoreit GPOHXONIErOYHON NoKa-
nmsaumn. Kak atmnuuHble KapumHoungbl (ATK) 6binn
KnaccuduumpoBaHbl 22,2% (8 u3 36) onyxonen
6poHxoneroyHon nokanusauum u Bce (100%, n=10)
onyxonu Tumyca. Yetbipe H3O nopxenynouHom »e-
ne3bl 6biny oTHeceHbl K Grade 2 (G2), 1 — K G3; ciyyait
H30 cnenon kKnwkm — K G1, anneHgukca — K G2. B Ha-
cToslee Bpems 29 (48%) NauyeHTOB »IBbl 6e3 pe-
umnauea (cpepHuin Bospact 39+ 13,5 ropa); y 22 (37%)
BO3HUKNN peumanBbl (CpegHuii Bo3pact 35+ 13 ner).

JleTanbHble ncxofbl 3aboneBaHMA Mbl Habnoganu
B 15 (25%) cnyyasx, BHE 3aBUCMMOCTU OT BO3pacTa
nauueHToB. B 4 ciyyasx uctoputo 3abonesaHus Npo-
cneanTb He ypanoch. lNatunetHAa 6espeuyanBHas
BblKMBaeMOoCTb naumeHToB ¢ TK nerkoro coctasuna
85,7% (24 n3 28), c ATK - 25% (2 u3 8), ¢ ATK Tmyca
N MepynNAPHbIM PAKOM LLMTOBUAHON »ene3bl — 0%.
JletanbHoCTb Npy TK nerkux 3a BeCb CPoK Habnoae-
HWA 6bina 3,6% (1 13 28), npy ATK - 12,5% (1 13 8), npu
ATK TMyca 1 npu MegynnapHOM pake LWUTOBULHON
xenesbl — 62,5 1 100% cooTBeTCTBEHHO. lNauneHTbI
¢ H30 cnenoi KuLwKuM, anneHanKca 1 ¢eoxpomoLim-
TOMOW »UBbl 6€3 NPOrpeccupoBaHnsA B TeyeHue 4,
5 1 6 net cootBeTcTBeHHO. Caman HU3Kaa NATUNeT-
HSA BbIKMBAEMOCTb NaumeHToB ¢ AKTI-2C Habnona-
nacb Npvi MEAYNNAPHOM paKe LUTOBUAHOW »enesbl,
H30 nogxxenynoyHom »kenesbl 1 KapumHongax Tmy-
ca -8B 100% (3 u3 3), 75% (3 u3 4) n 62,5% (5 ns 8)
CJlyyaeB COOTBETCTBEHHO. 3aKntoyeHue. Havbonee
HebnaronpuAaTHbIM GpakTopoM nporHo3a npu AKTI-
3C ABNAETCA TOKaNM3aLma onyxonei B TUMyce, Nog-
»KeNnyaoUYHON U LUTOBUIHOW Xenese, YTo yKasblBaeT
Ha HeobxoanMocTb AnddpepeHLNPOBaHHOTO NOAXO-
[1a K JIeYEHMIO MALMEHTOB C STUM CUHAPOMOM.

KnioueBble cnoBa: AKTI-aKTONMYeCKUA CUHAPOM
KylLrHra, HelipO3HAOKPVHHbBIE OMyXonu, ¢akTopbl
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eifposHpokpuHHble onyxonu (H90) mo-
I'yT BO3HMKAaTh B JIIOOBIX OpraHax, Inie
B HOPME MIMEIOTCH HENPO3HJOKPUHHbIE
KJIETKU: B IOJKENTy[JOYHOM XKemese, JKe-
TYIOYHO-KUIIEYHOM TPAKTE, NeTKUX, TUMYCE, I0Y-
KaX, ANYHMKAX, IpOCTaTe, MOJIOYHOM U IIUTOBUIHOM
xenesax, koxxe. HecmoTpsa Ha 1O yro H3O oTHO-
CAT K peaKuM 3a007IeBaHMM, B IIOC/IETHME TOIBI BO
BCEM MMP€e OTMEYEHO 3HAYUTE/IbHOE YBeNYeHMe KO-
JIM4YeCTBa MalIIEHTOB C 3TON maTtonoruen: B 1973 1.
¢dukcuposanu 1,09 coygas Ha 100 Thic. HaceneHus,
a x 2004 r. mokasareynb BO3poc 10 5,25-7,67 cornacHo
pasHbIM 0a3aM maHHBIX [1-3]. HeliposHIoKpuHHbIE
OITyXO0/M 6POHXOIETOYHOI JIOKANMU3AL[UY TIPefCTaB-
JSIIOT COOOTL LIEMBIIT CIIEKTP OIIyXOJIeil, COCTAB/IAIO-
mux 20-25% Bcex cny4yaes paka nerkoro. B coorser-
CTBUU C TOCHIeRHel Kmaccupukanueir Becemuproit
opranmsanuu  3gpaBooxpaHenus  (BO3, 2015)
(Tabm. 1) [4] HellpOIHAOKPUHHBIE OIYXOMU OPOHXO-
TIETOYHOII TOKAa/IM3al MM JeNAT Ha YeThIpe OCHOBHBIE
TPYIIIBI, CYIIeCTBEHHO OTIMYaIoLecs pyT OT py-
Ira 10 CTEMeH! 3/10Ka4eCTBEHHOCTH, IPOTHO3Y M MO -
XOlaM K Tepaluu: BbICOKORUGGepEeHIMPOBaHHbBIE
OIIYXONV — TUIIMYHBIA ¥ aTMNVMYHBIA KapLHOW/bI
(TK n ATK) u HuskonuddepeHupoBaHHbIE OIIYXO-
TN — MENKOK/IETOYHAasA M KPYIHOK/IETOYHasA Helpo-
sHOKpuHHas KapuuHoMma/pak (HIK). Tonbko oxono
5% H2O 6pOoHXO/IErovHOI TOKaNM3auny SAT TH-
HnepQyHKIMOHA/TbHbIE TOPMOHAIbHbIE CUHIPOMBI —
KapIMHOMIHBII, aKpoMeranuu, cuugpom Kymmara,
BCe OCTaJIbHbIE PacTyT 6€CCUMIITOMHO [5].
Beicoxonndepenmuposarnusie HOO 6ponxore-
rounoit mokanuzauuu (TK u ATK) B eBpomeitckmux
crpanax u CIIIA gonroe BpeMsA BCTpeYannch € 4acTo-
Toi 0,2-2 cnyvasa Ha 100 ThIC. HaceneHus B IOfi, HO
3a nocnefHue 30 JIeT perucTpUpyeTCs €KerOofHbIN
HOpUPOCT B 6%, 4eMy IOKa HeT 0OBEKTUBHOTO 00b-
sicHeHus [5, 6]. Ha gomo TK npuxopgurcs go 2% 3mo-
KaueCTBEeHHBIX HOBOOOpa3oBaHmit jerkoro. OHU
OTHOCATCA K OIYXO/IAM HMU3KOJM CTEIEeHMU 37I0Kaye-
CTBEHHOCTH, II0 CBOMM MOPQOIOrNIeCKUM XapaKTe-
PUCTMKAM aHaJOTMYHbI BbIcOKOoAMpdepeHIIpOoBaH-
HpiM HOO gpyrux noxanusanuit 1 XapaKTepUsyIOTCA
MeJIJIEHHBIM POCTOM, HM3KOJ HponudepaTuBHOIN

aKTMBHOCTBIO 1 OTCyTcTBUEeM Hekpo3oB. ATK cocras-
ns0T o 0,2% Bcex OIyXosel IeTKNX, 06/aganT 60-
Jiee BBIPa)KEeHHBIM I10 cpaBHeHMIO ¢ TK MHBa3MBHBIM
HOTEHLIMA/IOM, MOBBILIIEHHON MHpoNepaTuBHOI
aKTMBHOCTBIO, B HUX MOTYT BCTpPeYaTbCs HEMHOTO-
qycleHHble HeKpo3bl. [locne pagyuKkanbHO pe3eKIn
KapLMHOUMIOB JIETKMX MOTYT OBITh JOCTUTHYTHI XO-
pouine OTAajeHHbIe pe3ynbTaThl. [IATuneTHAA BBHI-
sxuBaemocth mnsa TK cocraBmser 88%, gnsa ATK -
50%, pna kpynHoknerodHoi HOK - or 15 mo 57%,
g Menkokaerounoit HOK - Bcero 5% u Hike [5, 7).
ITpu TK meTracraspl B permoHapHble muMdaTiyeckue
y3nbl BoIABNAKTCA B 10-15% ciy4aes, oTmaneHHbIe
MeTacTasbl (dalle BCero B Ie4eHb ¥ KOCTH) — B 3-5%,
npu ATK - B 60 1 20% crydaes cooTBeTCTBEHHO. [Ipn
Ha/IMYMM METACTa30B 5-IeTHAA BBDKMBAEMOCTD ITa-
L[ME€HTOB C KapIMHOUAAMM JIETKOTO 3aMETHO CHIKa-
eTcs — go 14-25%.

HeliposHOKpMHHDBIE ONMYXONIM MOTYT CEKpEeTH-
pOBaThb IIMPOKMIT CIIEKTP TOPMOHOB U OMOIOrMYe-
CKM aKTMBHBIX BEIIeCTB, B TOM 4YMC/I€ aJipPEHOKOp-
tukorponHselit ropmon (AKTT) n AKTT-nono6Hbie
nenrtupbl. AKTT-skronmuaeckuit cungpom Kymmura
(AKTT-9C) - cunpgpOM I'MIepKOpTULN3MA, BEI3BaH-
HbIll sKTommdeckoi npopykuueir AKTT u/mnm ero
NpeIIeCTBEHHNKOB, KOTOpble MOTIYT HpPOAYLUPO-
BaTb HOO pasnuynoit nokanusanym. Crabo GpyHK-
uuonupytomue AKTI-cexperupyromne HIO mo-
TYT [ONTO PacTu, He AaBas SABHONM CUMIITOMATVKI,
AKTT-9C nopoit mposiBasAeTcsa Ha MO3JHUX CTAAUAX
POCTa, KOIjja OIyXO0JIb JOCTUTAeT OOJIBIIOro pa3Mepa
u/unu paer Meracrasbl. HeilposHOoKpMHHaA omy-
xonb ¢ AKTT-9C Bnepsele 6b11a onucana B 1928 r.,
xorga W.H. Brown omy6nukoBan B )xypHane Lancet
K/IMHIYeCKOoe HaO/TI0fieH e TAIIIEHTKI C OBCSIHOKIIE-
TOYHBIM pakoM yerkoro [8]. Haubomee yacto ucrou-
HukoM runepcekpenuu AKTT npun H9O cranoBATCA
KapLVHONTBI TeTKUX (25-46%) ¥ OIyX0/mu BUIOYKO-
BoIt xene3sl (5-16%) [9-13]. Pexxe npuunnoit AKTT-
9C BricTymaroT HIO mopkenymodHoi >Kemespl
M OKeTYLOYHO-KUIIeYHOro TpakTa [14-20], menyn-
JISIPHBII paK IUTOBUIHO >Kernessl [20-22], dpeoxpo-
MOILIMTOMBI, ME/IKOK/IETOUHBII paK jerkux (18-20%)
(10, 23-25]. B pegkux crygaax AKTI-OC Bo3Hmkaer

Tabnuua 1. Knaccndukauma HelMposHLOKPMHHbIX ONyXOnew Nerkoro 1 TMmyca BcemmpHom opraHmsaLmm 3gpaBooxparenms, 2015 [4]

Kputepnin TUNNYHBIN KapunHoua ATUMNYHBIA KapuHOWg, KpynHokneTouHas MenkokneTouHas HeMpPO3HAOKPUHHAA
HENPO3HAOKPMHHAA KapLyHOMa KapuuHoma
MwuTo3bI 0-1 2-10 >10 (B cpenHem 70) >10 (B cpepHem 80)
Hekpo3sbi HeT HeT/¢$poKarnbHble na aa
Nhpekc Ki-67 <5% <20% 40-80% 50-100%
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IpY Me30Te/IMOMaX, OIIYXO/IAX OKOJIOYIIHBIX XeJles,
pake NNINEBOAA, KeMyHOKa, KUIIEYHNKA, MOTOYHOM
JKeJle3bl, INYHUKOB, MaTKM, IIPEACTaTe/IbHOM Kelle-
3l [25-28]. [IpuBefieHHbIe JTaHHBIE JEMOHCTPUPYIOT
pasHooOpasye OmyXosneil ¢ SKTOIMMYECKON IPOAYK-
uueit AKTT u cBuIeTenbCTBYIOT O CIOXKHOCTH Jiua-
THOCTMYECKOTO TIOVCKA U UX JIeUYeHU .

CeropgHs B JMAarHOCTMKe M JIEYEHMM TALMEHTOB
¢ AKTT-cexperupyromumy HOO ydacTByOT Bpaun
MHOTMX CHEL[MaNbHOCTEI, YTO YKa3bIBaeT Ha Heob-
XOMMOCTb IIPMMEHEHU MYTbTUAUCIUIIIVHAPHOTO
nofxona K artoit mpobneme. HecmoTpsi Ha cpaBHu-
TeNbHYI0 pacrpocTpaneHHOCTs HOO 6pomxomerod-
HOJ JIOKQ/IM3aL[ 111, MHOTYE aCIIEKTBI, OIIpefie/sIollye
0COOEHHOCTU KIMHUYIECKOTO TEYEHUs U IPOTHO3,
ellje He JOCTATOYHO XOPOIIO M3yYeHBbl.

MaTepman n metoabl

MarepnanoM uccrefoBaHUA IOCTYXXWUIU  OIle-
palMOHHBIE ¥ JMATHOCTUYECKME OHoOmcMm OT
60 manmeHtoB ¢ HOO pasnuyHOil mOKanmsanuu
¢ AKTT-3C, xortopsie ¢ 2000 mo 2017 r. Habmo-
pamucb B OI'BY «OHpokpuHONMOrMYecKuit Hayd-
HBII LeHTp» MunsgpaBa Poccum u I'BY3 MO
MOHUKUN nm. M.®. Bragumupckoro (HeCKOIbKO
HAIVIEHTOB ObIIN U3 APYTUX Te4eOHBIX YUPeKTeHNUI
Poccuiickoit ®epeparun). Y 36 (60%) mainneHTOB
OB/ BBLABIEHBI KAPLVHONU/BI OPOHXONIETOYHO 10-
Kajmsanuy, y 10 (16,7%) — Tumyca, y 5 (8,3%) - HOO
HOZKETTYAOYHOI XKeme3bl, ¥ 3 (5%) — MeRyInsapHbIl
pax MMTOBUAHOMN Xee3bl, eme y 3 (5%) - HIO ¢ He-
M3BECTHOJI MepBMUYHON nokanmsanueit, mo 1 (1,7%)
manyenty 6su10 ¢ HOO amneHpukca, CIemost KUmKn
1 HeoXpOMOLIUTOMOIA.

Mopdonorndecknit aHamu3 TKaHEBbIX 06PasIOB
BKJIIOYQJI TYCTOJIOTMYECKUII U MMMYHOTMCTOXVMMU-
vyeckmit (MI['X) mertopmpr mccrmemoBanus. Marepuan
¢dukcuposanmu B 10% pacrBope dopmanuHa, 3a-
TeM 3aaMBany B mapadyuH MO OOBIYHON METOMVIKE.
CepuitHble cpe3bl TONIUHON 3-5 MKM fenapadu-
HUPOBAIM O CTAaHAAPTHOM CXeMe M OKpallMBaln
reMaToKCUIMHOM 1 303uHOM. [Ina UI'X uccnemona-
HIA CepUIIHBIE CPE3bI TONMHOM 3-5 MKM HAHOCHIIN
Ha IpefIMEeTHBIE CTEK/IA C a[Te3MBHBIM ITOKPBITIEM
U 3aTeM peaKIVIO IIPOBOAVIN C MCHONTb30BaHUEM
aBTOMAaTUYECKUX CUCTEM C COOTBETCTBYIOLIMMM pe-
areHtamu (aBrocreiiHepoB) Ventana Benech Ultra
(Roche) mnu Bond MAX (Leica) o cTaHEapTHBIM
IPOTOKOTIAM, @ B OTJETbHBIX CIy4asax (Ipyu ManaoMm
o6 beMe MaTepuaa AMArHOCTUIECKUX OMOTICHIT) Py Y-
HbIM MeTopioM. g VITX nccnenoBaHmsa npuMeHANN
aHTUTeNA K 00IMUM MapKepaM HelpO3HIOKPUHHOIM
mudPepeHINPOBKY — XPOMOTPaHMHY A, CUHAITO-
¢usuny, CD56, k ropmonam — AKTT, cepoTonuny,

[ypesuy J1.E, BopoHkosa M.A., Maposa EN., Poxurckas /1A, Jlanwu+a A.M., bpumeur TA., Komepdyc M.B.
KnnH1ko-mopdonornyeckan xapakrepmnctvika AKTI-npogyumpyowwmnx onyxonel pasnmnuHoi 1oKanm3aLmm ¢ SKTONMUeCKM CUHAPOMOM KyLimHra

kanpuuToHMHy (Roche, Ventana), comaToTpomHo-
My ropmony u nponaktuay (DAKO, CIIA), mapke-
Py Anep nponudepupylomunx Kiuerok — Ki-67 (knon
MIB-1, DAKO, CIIA).

CratncTudeckast 06paboTKa IOMTydYeHHBIX pe-
3y/IbTaTOB BBIMOJIHEHA C IIOMOINBI0 IIPOTpaM-
Mbl Microsoft Office Excel 2007, STATISTICA 12.
OmnycaHue KOMMYECTBEHHBIX MAaHHBIX IPeACTaB-
JIeHO B BUJie CpefHero 3HadyeHus (M) m craHpapr-
HOoro orknoHenus (S), meguansl (Me), momsl (Mo)
u xBaptmienn (25- m 75-it mpouentnan, Q25-75).
IpencraBneHne KaueCTBEHHBIX NMPU3HAKOB BBIIIOJ-
HeHO B Bupe poneit. CpaBHUTENbHBI aHANINUS [BYX
HE3aBUCVMBIX TPYII INPOBeJEH IO KOIMYEeCTBEH-
HOMY INpHU3HAKY C IIOMOIIbI0 KpuTepusi MaHHa -
YUTHIY, [10 KA4€CTBEHHOMY IIPMU3HAKY C UCIIONb30Ba-
HUEM ABYCTOPOHHEro TOYHOro kputepus Ouuiepa.

Pe3ynbTatbl

AKTT-3C vame BcTpevascs B Hanbosee TpygoOCIoO-
COOHOM BO3pacTe: CpeHNUII BO3PACT MaLMeHTOB CO-
ctaBui 39+ 14 (MuHuUMyM 16; Makcumym 77; Q25; 75
[28; 50]) nert. KeHwuH 66110 38, Myx)4MH — 22 (B co-
oTHoweHuu 1,72:1).

Ipu o6¢cnegoBanuy manueHToB ¢ AKTI-9C oxa-
3aJ10Ch, UTO K/IMHUYeCKast KapTUHA TUIIePKOPTUIIU3-
Ma B pefikux cnydasax (1,7%; 1 manueHT us 60) Mo>xeT
COYeTaTbCS C KAPIMHOUTHBIM CUHJPOMOM, KaK 3TO
uMeno Mecto B caydae HOO cnemolt KMIIKY, Mn
(1,7%; 1 mauyenT U3 60) MUMETh LIUKINYIECKOE TEUEH e
B C/Iy4ae KapUMHON/A alllleHAuKca. B KmHmIecKon
kapTuHe AKTT-9C 0CHOBHBIMM CUMIITOMaMU OBIIN
aprepuanbHas rumnepreHsus (93,6%; 44/47), MbI-
mIe9Hasi mabocTh MPOKCUMANbHBIX OTHENOB HIUXK-
HUX KOHeuHocTeil (83%; 39/47), rumepnurMeHTaus
(81%; 38/47), yBenuuenue Maccol Tena (79%; 37/47),
OCTeOIIeHNs 1 0CTeoopo3 (68%; 32/47), crpuu (64%;
30/47), caxapHblil guabet (62%; 29/47), HapylleHMe
umMMmyHuTeTa (47%; 22/47) M CTEpOUHBII OCTEOIO-
pos3 c nmepenomamu (47%; 22/47) [29].

Y Bcex malj#ieHTOB, BOLIEAIINX B TPYIINTY MICCIENO-
BaHI, HAOTIOA/IOCh HAPYIIEHNE PUTMA CEKpeLnn
AKTT u xopTusona. YpoBeHb cBOOOTHOTO KOPTU30-
Ma B MO4Ye ObLI OIIpefesieH TOMbKO y 38 mauueHToB,
U MefiMaHa ero IoKasaTesell IpeBblllana BePXHIOI
TPaHMI[y HOPMBI B 6 pas. [JuTeIpHOCTD 3ab0/eBa-
HMSA C MOMEHTa HOSBJIEHNSA IEepPBbIX IIPU3HAKOB [0
IIOCTAaHOBKM [MarHO3a COCTaBU/IA OT 3 MecsAIEB JI0
1-5 et (Me 24 mecsna, Mo 12 mecsnes). OT ycTaHOB-
JIeHNA IMaTHO3a [0 OlIpefie/leH N MepBUYHOTO ouara
runepcekpenun AKTT B cpegrem npoxonuo 4 roga.
B 55 cnyyasx malmeHThl HAaXORWU/INUCD IO HabIoxe-
HMEM OT HECKOIbKUX Mecaues o 10 ner, B 4 cnyya-
X HaNbHENIIYI0 CyAb0y MalyieHTOB MIPOCIeNUTh He
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Puc. 1. TunuyHbii kapumHowa nerkoro (A, b, B). Atunununbiin kapunHoug nerkoro (I, O, E). Aununynbiin kapumtoua tumyca (3K, 3, W). CTpyKTypbl TpabeKynapHO-Kene3mncroro
ctpoenns (A, T), Menkue KNeTKy C rMNepxXpOMHBIMA ARPaMU, LIEHTPanbHble HEKPO3bl B aTUMMYHOM KapumHouge Timyca (K). Okpacka remMaToKCUaMHOM 1 3031MHoM (A X 250,
%250, 2K 250). VIMMyHOrMCTOXMMMYECKaA PeakLyma C aipeHOKOPTUKOTPOMHBIM ropmoHom (Bx 250, 4 x 250, 3% 250) n ¢ Ki-67 (Bx 125, Ex 250, U x 250)

Ta6nuua 2. Onyxonu ¢ AKTI-3KTONMPOBaHHbIM CUHAPOMOM

Buag H0O CooTHouWweHne CpepHun MerTacTasbl Peungne JNleTanbHbli Ki-67
MKEHLMH / My)UNH BO3pacT, rogpl ncxoqn
TK nerkoro (n = 28) 15/13 38+15 1/28 3/28 1/28 1,413

Me=0,8; (min 0; max 5); Q25,75 [0,5; 2,5]

ATK nerkoro (n = 8) 4/4 36+10 2/8 6/8 1/8 14,5+6,2
Me=13; (min 8,3; max 28); Q25; 75 [10,5; 16,2]

KapunHongpl Tumyca  9/1 38+12,5 5/6 7/8 5/8 169+7,4
(n=10) Me=15,5; (min 10; max 33,5); Q25;75 [12; 18,25]
H30 nopxxenypgouHon 5/0 46+13 4/4 4/4 3/4 -

xenesbl (n=5)

H30 - Hepo3HAOKPUHHAA onyXonb, TK — TUNNYHbIN KapunHoua, ATK — aTunuyHbIN KapunHous

*B Tabnuue npvsefeHbl Hanbonee MHOrOUNCIEHHbIE MO YUCITY HablogeHMI rpynMbl
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Puc. 2. MegynnapHasa KapUyYHOMa LWMTOBUAHOW Xene3bl: KOMMNEKChl CONMAHOrO CTPOEHNA, LIEHTPanbHbIN HEKPO3 (A, OKpacka reMaToOKCUIMHOM M 303UHOM, X 125);
SKCMPECCUA B KNEeTKax OMyxonu KanbUWTOHWHA (B, UMMyHOrMCTOXMMMYeCKan peakums, X 400) 1 agpeHOKOPTUKOTPOMHOro ropmoHa (AKTT) (B, MMMYHOTUCTOXMMMYECKasA
peakuma, X 400). HelpoaHaokpuHHaa AKTI-cekpeTrpyioLan onyxonb NOAXeNyA0UHON Xene3bl: KOMMNeKChl CONMAHO-aNbBEONAPHOrO CTPOEHMA 13 MOHOMOP(HbBIX
mMenkmx kneTok (I, oKkpacka reMaToKCMAMHOM U 3031HOM, X 125), MeTacTas onyxonu 8 nedeHb (I, OKpacka reMaToKCUIAMHOM 1 3031MHOM, X 250), skcnpeccna AKTT

B KneTkax onyxonw (E, iMMyHOr1CToXMMMYecKas peakums, X 400)

ynanoce. Y 22 (39%) nmauyeHTOB BOSHUKIN PELUAN-
BbI (cpepgHMIt BospacT 35+ 13 (MuHUMYM 16; Makcu-
MyM 62) neT; Q25; 75 [23; 40]). JleTanpHble UCXOABI 3a-
6oneBaHus Mbl Habmogann B 15 (25%) caydasx, BHe
3aBMCUMOCTM OT BO3PACTA MAIMEHTOB (CPEMHMIT BO3-
pact 40+ 18 (MuHMMYM 16; MakcumyM 77] net; Q25;
75 [28; 56]). Ilpu 3TOM y 5 HallMeHTOB CMEPTH HACTY-
IMIa B [lepBble JHY TOcTIe omepanyy (1o 13 cyTok),
KaK II0C/Ie YAa/leHNsl IePBUYHOIO OdYara VI/WIM ero
MeTacTaTUYeCKIX OTCEBOB, TaK 1 MOC/Ie JBYCTOPOH-
Hell afipeHaakToMuy (1 manueHt). Penupnsel ycTa-
HaB/IMBaIy Ha OCHOBaHMMU 1aOOPATOPHBIX LaHHBIX
(moBbiurenne yposHs AKTT u kopTnsona B KpoBu)
M/ViTIY BU3YaNM3aLIOHHBIX METOJOB MCCIeJOBAHMU .

Kapunnonps! nerkux n tumyca ¢ AKTT-3C pe-
JIVIM Ha TPYIIIB B COOTBETCTBUM C KIAacCUUKALIN-
eit BO3, 2015 (cM. Tab6n. 1), a HOO momsxenypouHoit
JKe/esbl U XKeTyJOYHO-KIUIIEIHOTO TPAKTA — C KJIac-
cuduxanmeit BO3, 2010.

Haubonee uwacto AKTI-OC Habmiopancs npu
KapLMHOMZAX JeTkux — B 60% (36 cnydaes), 6071b-
IMHCTBO U3 HUX — 28, 4To cocTtaBmio 77,8% Bcex
KapLMHOUZOB JIerkoro, ¢ Ki-67 ot 0 go 5% - 6piin
BepudUIMPOBAaHBl B COOTBETCTBUNU C Kaaccuduka-
nueit BO3 xak TK (puc. 1 A-B), ocranbHble 8 (22,2%),

Iypesuy J1.E, BopoHkosa WA, Maposa EM., Poxurckas J1.4, Jlanwura A.M.,, bpumauH TA, Komepdyc U1.B.
KnuHmko-mopdonorvyeckas xapakrepnctka AKTI-npoayLnpytoLLmnx onyxonei pasnmnyHom NoKanm3aLmim C SKTOMMUECKM CUHAPOMOM KyLuyHra

cKi-67 01 8,3 10 28% - xak ATK (trabmn. 2) (puc. 1 T-E).
Penmnusbl 3aboneBanms Bosuukanu Kak mpu TK, Tak
u upu ATK, npudem gauTenbHOCTh peMuccun 6biia
ot 4 MecsueB 1o 5 et u 6onee. [Iatuneruss 6espe-
HUAMBHAS BhDKMBaeMoCTh manueHnToB ¢ TK merkoro
cocraBmaa 85,7% (24/28), ¢ ATK - Tonbko 25% (2/8).
Jleranpaocts mpu TK 3a Bech cpok HabmoOmeHMs
6prma 3apukcuposana B 1 (3,6%) ciydae B paHHeM
IoCIeoNepaliioHHOM nepuope, a mpu ATK - B 12,5%
(1/8). Otnanennble MeTacTassl BbisiBIeHBl y 1 (1/28,
3,6%) manuenta ¢ TK (B mumdaruyeckye ysnbl u ne-
4eHb) 1y 3 (3/8, 37,5%) ¢ ATK (B 2 cnyuasx B medeHs,
B 1 - B muMdaTmaeckme y3sl).

B nareit Bbi6opke KapuyuHoups! Tumyca ¢ AKTT-
9C 110 9acTOTe BCTPEUaeMOCTH 3aHMMaIN BTOPOe Me-
CTO HOCTIe KAPLIVHOUIOB JIETKOTO, YTO COOTBETCTBYET
[aHHBIM IMTepPaTypsl. Beero 66110 BoisiBeHo 10 Kap-
nuHoupoB TuMyca (16,7% Bcex H30 ¢ AKTT-9C). Bee
onu 6p11u otHecensl K ATK (BO3, 2015): Ki-67 ot 10
1o 33,5%, Hanu4ye HEMHOTOYMC/IEHHBIX 30H HEKPO3a
wm ux orcyrcrue (puc. 1 JK-M). Ilepuop pemuc-
cun AKTT-2C mocne ypaneHMs IepBMYHOTO OdYara
mauncst MeHee 2 jtetT. IlsatumetHss 6Ge3pennnuBHAsL
BBDKVBAEMOCTD MAIIVIEHTOB C KAPIMHONIAMU TUMYCa
cocraBuna 0%, nMeTaIbHOCTh OT IPOrPECCMPOBAHNA
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3abo7ieBaHNUsA 3a 9TOT IEpPUOR HFocturama 62,5%
(5 M3 8 KIMHWYECKM IIPOCNIEKEHHBIX CIIydaeB).
MeTtacTasbl B pervoHapHble MUMMQAaTHYECKVe Y3/Ibl
IIpM JIOKaJM3aluy IepBUYHOTO Oo4yara B TUMYce Ha-
6mroanuch y 4 maryieHToB, OTAa/IeHHbIe METAaCTa3bl —
y 5 (B KOCTM Ta3a, MIeJfHbIe ¥ IPyAHbIE ITI0O3BOHKM) [30].

MepynnApHBII ~ paK IQUTOBMJHON  >KeJle3bl
¢ AKTT-35C 65111 BBLABIIEH Y 3 MALIMEHTOB: 2 MY>X4NH
16 n 18 et m 1 >xenmuusbI 40 j1eT. Y Bcex MaeHTOB
ObLII0 aTpecCUBHOE TeueHMe 3a00MeBaHMsA C HaTMYN-
eM MeTacTa3oB B MMM@aTIYecKye y3/Ibl en (MaKch-
MajibHOE 4KCIIo — 14), KocTu ckenmera. Bece maiyeHTs
Oru6/IM OT MPOrpeccupoBaHms 3a60MeBaHMs B CPO-
ku 1-5 net nocine ycranosnenus guarnosa AKTI-9C.
Bo Bcex HabmopgeHusx Boicokuit yposenb AKTT co-
YeTasicsl C OYeHb BBICOKMM YPOBHEM KaJIbIIMTOHMHA.
B xnmeTkax MefynnApHOTO paka IUTOBULHON Xee-
3bI TaKXXe oTMevanach koakcnpeccusa AKTT u xanb-
yuronuHa (puc. 2 A-B).

H3O mnunmesapurensHoro tpakra ¢ AKTI-9C
6putn mpepcraBaeHsl HOO momkenymodHO dKe-
JIe3bl, CAeNOo¥ KMIIKM M ammeHgumkca. HOO mopm-
JKEeTTyLOYHOI XKeJle3bl BBISBIEHBI B 5 cnydasx (Bce
y )KeHIIVH B Bo3pacTe 27-62 yet). YeThIpe OIyXonu
B COOTBETCTBUM € KmaccuduKaumeit omyxoneil xe-
TYHEOYHO-KMNIIEYHOTO TPAKTa M MO Ky TOIHOI XKe-
nessl (BO3, 2010) otHecnu x HOO mopxenymouHoi
xenessl Grade 2 (puc. 2 T-E), 1 - xk HOK momxeny-
mouHoit xene3bl Grade 3. Yersipe u3 5 (80%) maru-
€HTOK yMep/u OT IPOTrPecCUPOBAHMS 3a00IeBaHIs
B CPOKM OT HECKOTIBKUX MeCAIIeB 10 5 JIeT, OJfHa C Me-
TacTa3aMM B [leYeHb JKIBA, HO Hab/M0faeTcs MeHee
1 ropga. ¥ maumentku ¢ HOK momxenymounoi xe-
nessl Grade 3 ¢ AKTT-9C, koTopas npoxuna 8 me-
csineB, 60/1e3Hb OBICTPO MPOrpeccUpoBaja C pasBu-
TUEM MHOXXeCTBEHHBIX, B TOM YMCJIe OT/aJeHHBIX
MeTacTas3oB (B IeYeHb, KOCTU CKejleTa, jnerkue). I1o
1 cnyyato HO0 ¢ AKTT-9C 6bi1u BBISIBIEHBI B Cle-
oM KMIIKe ¥ anmeHpgnkce. KnmHmYeckas KapTuHa
H3O0 annenpgnkca ¢ AKTI-9C ¢ meracrasamu B pe-
TMOHApHBIe MuMQATHYecKe Y3/Ibl Y MalUeHTKN
24 neT XapaKTepn30Baaach IMKINIECKUM TeYeHIEM
runepkopTrnusMa [31]. B HacToAIIee BpeMA y manu-
€HTKU peMUCCHUs, KoTopas AInUTCA yxxe 6 net. HOO
Grade 1 crenoit kumku ¢ AKTT-9C u ¢ meracrasa-
MU B nuMdaTudecKue y3nbl OpbDKeNKM, MHBa3uell
MOAB3IOIIHOM KMIIKM U XKMPOBOI KIeTYaTKM OblIa
BBIABJIEHA y IManyeHTKu 52 et [14]. Y mamueHTOK
¢ H90 yepBeobpa3HOro OTpOCTKa U CIENO KUII-
KJ TIOCJIe PaINKaTbHOTO XMPYPIMIECKOTO JIeueHN A
Habmonaercss pemuccus 3aboneBaHus B TedeHue 6
u 3,5 roma COOTBETCTBEHHO.

[TanyenTKka ¢ ¢$eOXpOMOIMTOMON M SKTOIMYe-
ckoit npoxykumeit AKTT B HacTosee BpeMs KuBa
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6e3 peunausa 3a6oseBaHusA U 6e3 BBIABICHHBIX Me-
TacTa30B.

Bo Bcex 3 cnyyaax HO0 ¢ AKTI-9C c HensBect-
HOJ IePBUYHON JIOKaIM3anueil SMarHo3 ObUT IO-
CTaBJ/IeH Ha OCHOBaHUI TOPMOHA/IbHOTO MCC/IEl0Ba-
HUS M BYaTHOCTUYECKMX TeCTOB, IO/ TBEP>KJAIOIIX
skronmyeckyto npogyknuo AKTT. B 2 crydasx ma-
IMEHTKM YMepIM OT MPOrpeccupoBaHms 3aboseBa-
HIS, @ B 3-M C/ly4ae JaHHbIE O JajIbHeilIneil Cynboe
HalMEeHTKU OTCYTCTBYIOT.

Takum ob6pasom, camasi HU3KAsT BBDKMBAEMOCTb
nanyeHToB ¢ AKTT-9C (mo 5 net) Habmoganacy npu
Me[y/UISIPHOM paKe LIMTOBMAHON Xenessl, HIO
HOJKETY/IOYHO >Ke/le3bl M KapLMHONUaX TUMYyca —
B 100% (3 3 3), 75% (3 3 4) 1 62,5% (5 u3 8) cyyaes.

Ananus MopQonorndeckux ¥ MMMYHOGDEHOTH-
nudeckux ocobernocrert HOO ¢ AKTT-3C mokasarn:
BCe OITYXO/IM, HE3aBUCHMO OT JIOKaAM3aLUNN, VIMeIN
TUNNMYHOE JI/I1 CBOETO TUIIA CTPOEHME — CONMMUJIHOE,
a/IbBEOJISIPHOE, TpaOeKyIsApHOe WIM CMellaHHOe
(cMm. puc. 1, 2). B 60nbpuIMHCTBE UCCIELOBAHHBIX OIY-
XOJIelf BCTpeYannch CTPYKTYPbl Pa3HOTO TMCTONOTH-
4eCcKOro ctpoenus. BeicokonuddepeHnnpoBaHHbIE
TK nerxoro ormm4anuce ot ATK nerkoro n Tumyca
[0 HaJIMYUIO YMEPEHHOI'O VIJIM BBIPARXKEHHOTO KJle-
TOYHOTO ¥ sAJepHOTO HOMMMOPGU3Ma, YYaCTKOB
Hekposa 1 MUT030B (cM. puc. 2 A-B). B ATK uame
BCTPEYa/NINCh YYACTKM PasIMYHOTO TUCTOIOTHYe-
CKOTO CTPOEHMs M pasHoil cremeHu auddepeHu-
POBKM — MeJIKOK/IETOUHbIE, BepPeTEHOKJIETOUHBIE,
KPYIIHOKJIETOYHBIE, 3 TeMHBIX ¥ CBET/IBIX K/IETOK,
C MHBa3yeil OKPY>Kalolljell HapeHXMMBbI JIETKOTO.

Bo Bcex cnyvaax npm UIX wmccnesoBanum
B KJIETKaX OIyXOJieil Obla BBISBIEHA SKCIIPECCHs
HEeIPOHJOKPUHHBIX MapKepoB - CUHANTOGU3U-
Ha, xpomorpaHuHa A, CD56 u AKTI. Okcnpeccus
AKTT B pa3HBIX OIyXO/IAX BapbMpPOBaja OT MHTEH-
CUBHOI ¥ BuQdY3HOI BO BCeX KIeTKaxX ONYXOIU
(3+) mo HepaBHOMEpPHO BBIPa)KEHHON M OYaroBOIl
(0-3+). H90 pasHoi1 cTeneHu 310Ka4eCTBEHHOCTHU
pasnuyYaIuch 1 mo npoaudepaTuBHON aAKTUBHOCTHI
kineTok (mHpexcy Ki-67). AKTT-mpopyuupylomue
H3O B 6onpuinucTBe crmydaeB (76%) He TOIBKO
skcnpeccupoBamu AKTI, Ho obnajanu momurop-
MOHAJIBHOJ aKTMBHOCTBIO, CEKPETUPYsI KaK TPOII-
Hble TOPMOHBI Tunodusa, TakK M KalbIUTOHNH.
OrmMmeyanu coderannylo akcnpeccuio AKTT u coma-
TOTPOIIHOTO TropMoHa (62%; 18/29), AKTT u xanb-
uutonuHa (26,5%; 7/29), a takxe AKTI, comaro-
TPOIIHOTO TOpMOHa M IpomakTuHa (13,8%; 4/29)
[29]. Bo Bcex cnyyasx Mefy/LAPHOTO paka INATO-
BUIHOI Xefe3bl Habmoganacy koskcrnpeccust AKTT
u KanpuutoHnHa. KapiimHous ciemnoi Kuimku Obit
06pa3oBaH U3 ABYX PasHbIX KOMIIOHEHTOB, K/IETKHU
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Ka>X/IOTO Y3 KOTOPBIX 9KCIIPECCUPOBAIN UM CEPO-
touuH, unu AKTT.

Crepyer MOMYepKHYTDb, YTO Ba)KHEWIINM Iapa-
MEeTpPOM, OHpefe/AINM BbBDKMBAEMOCTb M IIPO-
ruo3 manyedToB ¢ H9O, B Tom uncne ¢ AKTT-9C,
SABIIAETCSI MUTOTUYECKAss M HponudepaTuBHAs aK-
TUBHOCTb OIYXONeBBIX KIeToK [32, 33]. Kax yxe
roBopuiocs Boiie, TK n ATK 6ponxonerouHoii no-
KaJM3alyy ¥ TUMYyca KIacCUPUIMPOBAIU B COOT-
BeTCTBUU C ONpefieNieHNeM MH/eKca npondeparnm
omyxoneBbIX KineTok — Ki-67 (cMm. Tabn. 2). Camble
HU3KMe 3HaueHMs cpemHero uHpekca Ki-67 Opiin
onpepenensl B TK nerxoro - 1,4+ 1,3 (0-5), 8 ATK
JIETKOTO ¥ TUMYycCa OH cocTaBun 14,5+6,2 (8,3-28)
n 16,9+74 (10-33,5) coorserctBerno. Ins HIO
TIOJIKE/TY/JOYHOI JKeJle3bl B 3 C/ydasix, Iie 3TOT MH-
IEKC OTIpeesiyics, OH 6511 paBe 4, 20 n 30%. B 3 Ha-
OMIOfIeHNAX MeRY/ULIPHOTO paKa IUTOBUIHOIN SKe-
nesnt nupexc Ki-67 6s11 pasen 5, 22 u 23%, 8 HOO
cnenoit Kumky u annexgukca — 0 u 18,5%, a B deo-
xXpomonurome — 4%.

O6¢cyxaeHune

XOopolo M3BECTHO, YTO CaMOJ 4YacTOM IpPUYNHON
AKTI-9C cTaHOBATCA KapLMHOUABI OPOHXONEr0d-
HOII JTOKa/NMM3aluy, a ONyX0au APYTUX JTOKATM3aInit
BCTPEYAIOTCsI 3HAUUTENbHO pexe [12]. O6bekTuBHas
cTatucTuka o vacrtore BcTpedaemoctn AKTI-OC
OTCYTCTBYeT, a Te [aHHbIe, KOTOpble IIPUBOAATCS,
BapbMPyIOT B IIMPOKMX IIpefenax. Tak, B psagme uc-
C/IeJOBaHMII OBIIO IIOKAa3aHO, 4TO 13 44, 90 1 106 uc-
crefoBaHHbIX cny4daes omyxoneit ¢ AKTT-9C kapun-
HOMJBI JIETKOTO cocTaBunmmu 25-38,9%, KapLyHONbI
TuMyca - 4,5-5,6%, H9O nomxenyouHo XKenesbl —
1,1-6,8%, Memy/IIAPHBINA PaK IMTOBUIHOM XKe/Ie3bl —
2,2-2,3%, peoxpomonnroma - 2,3-5,6%, HIO xeny-
ZOYHO-KMIIEYHOrO TpakTa — 70 1%, a omyxonu 6es3
YCTaHOBJIEHHOJ IEepBMYHON NMoKanusanum - 18,9%
[9, 26, 27]. Knunnueckaa cumnroMatnka AKTT-9C
MOXKeT BO3HMKHYTb U IIpPM POCTE OIIyXOJeil Apy-
TMX TUIIOB, TAaKMX KaK Me30TeIMOMa, paK >KelyhKa
U SIMYHIKOB, 4TO emle GOJIblile YCIOKHSIET AMArHO-
CTUYecKuit mouck [11].

[Manuentst ¢ AKTT-3C - mropu TpyRocmoco6Ho-
TO BO3pacTa, Cpefy KOTOPBIX €CTb COBCEM MOJIOfbIE
" JeTu. B HallleM uccnefoBaHNM CpeJHUIT BO3pacT Ia-
IIMeHTOB cocTaBui 39+ 14 (16-77) neT, 4TO cornacyet-
Cs1 C JAaHHBIMU APYTUX UCCIefoBareneii: 37,6 +14,8 (8-
72) roga u 45,9+ 15,3 (15-80) roga [26, 27]. OgHako mo
COOTHOIIEHNIO TIO/I0B HAIllM JaHHbIe PasIMYaloTCA:
TaK, B IPOIUTUPOBAHHBIX BBIIIE MCCTIEIOBAHNAX Pa3-
HUIIBI B COOTHOIIEHNM TI0/IOB BhISABIEHO He 66110 (1:1
u LI:1), a Cpeiy HallMX IALVMEHTOB >KEHIIVH 6b110
HOYTH BABOE O0TIblIIe, YeM MY>KunH (1,72:1).

[ypesuy J1.E, BopoHkosa M.A., Maposa EN., Poxurckas /1A, Jlanwu+a A.M., bpumeur TA., Komepdyc M.B.
KnnH1ko-mopdonornyeckan xapakrepmnctvika AKTI-npogyumpyowwmnx onyxonel pasnmnuHoi 1oKanm3aLmm ¢ SKTONMUeCKM CUHAPOMOM KyLimHra

Ot momenTa MmaHudecranyu AKTT-9C po ycra-
HOBJIEH)SI BEPHOTO JIMarHO3a 4YacTO IIPOXOAUT He
OfVH TOf, NIPM 3TOM WHOI7]A MAaI[MieHTaM II0 >KU3-
HEHHBIM IIOKa3aHUAM IIPOBOJUTCS OFHO- VIIM ABY-
CTOpPOHHSAA ajpeHanskToMus [34-36]. IlpuumHoii
MO3[HENl OMATHOCTUKY MOXKET ObITh OOBEKTUBHAA
CJIOKHOCTb BM3yanmsanuyu Hebompmux o6pasoBa-
HUIT JIETKOTO, OCOOEHHO NIPU MX PeKON JTOKanu3a-
MM — B IIUTOBUZHON >Kele3e, NUIIEeBAPUTETbHOM
TpaKTe, HAIMOYEUYHMKAX M APYTUX OpraHax, Ifie ux
IMAarHOCTMKA 0COOeHHO TpynHa [23].

Crapus 3ab07eBaHMs, TOKaNU3aLUsl ePBUIHON
OIIYXO/IY, TUCTONOTUYECKIIT BapUaHT, BO3PacT, 0],
BpeMs 10 IIOCTAaHOBKM AVATHO3a CUUTAIOTCA BaXK-
HBIMU TporHoctmyeckumu ¢akropamu. ORHAKO
y 6onbubix ¢ AKTI-OC nHambosnbliee 3HaYeHME AJIs
IIPOTHO3a K/IMHMYECKOTO TedyeHUsA 3abo/eBaHus
MMeeT JIOKaNnM3aluys MepBU4YHoi onmyxonu. ViMenno
II09TOMY O4eHb BaXKHO KaK MOXKHO paHblile 0OHapy-
SKUTDb U yaanuTb onyxonb ¢ AKTI-9C.

ITo pannbiM K. Oberg u coasr., mpu TK 6ponxo-
JIETOYHOJ JIOKAAM3aIUM 5-T€THSS BBIXKMBAEMOCTH
cocraBnsieT 80%, mpum ATK aToit >xe mokanmsa-
uum — 60%, npu KapuuHougax tumyca — ot 0 1o 50%
[12]. I.C. Okereke u coaBT. oTMeTHnM 6osee YyacToe
nopakenne numparndeckux ysnos npu ATK ner-
K1X — B 28% (7/25) cnmy4aes mpotus 8% (8/96) cinyyva-
es ipu TK [37]. N.M. Neary u coaBT. mOKa3asnu, 4To
y 50% manmeHTOB C KapUMHOWUJAMM TUMYCa B Teve-
Hue 20-36 MecslleB MOCae TUMAKTOMUM BO3HUKIIU
PeIuANBLI C MeTaCcTa3aMU B MeAMaCTHA/IbHBIE TN M-
daTmyeckme y3/ibl, KOCTH, MapallUTOBYU/JHbIE XKeTle-
3bI, MOJIOUHYIO >Xesie3y [38]. B aroit BbiOOpKe mamu-
€HTOB C KapIMHOUAAMM TUMYCa 4YacTO BCTPEYaInCh
MOJOnble Moy U feTu (CpeRHmit Bospact 21 rof, ot 7
fo 51 ropa), My>X4MH OBLIO BABOE OOJIbIIE, YeM >KeH-
muH [38]. Cpeny HAIIMX MALMEHTOB, HAIIPOTHB, 3Ha-
YUTENbHO Ipeobnaganu >keHmuHbI (9:1) u cpegHMIt
BO3PAcT OBIT CyLecTBeHHO Bbie — 38+12,5 roza.
Iockonpky mpm nokammsanyum HIOO ¢ AKTI-9C
B TMMYCe IIPOTHO3 IVIOXOM, B JIeUeHNY TaKMX Ialiy-
€HTOB, OYeBU/HO, CTIefyeT UCIIOIb30BaTh Oojee ak-
TUBHYIO TAaKTHKY, YeM IIPY OITYXO/IAX JIETKMX, BKIIIO-
YAOIYI0 XMMMUO- 1 JIYYeBYIO TePAIINIO.

B HacTosmeit paboTe MO 4acTOTe BCTpeYaeMo-
ctu kapumHouasl Tumyca ¢ AKTI-9C sanmmann
BTOpPO€ MECTO IIOC/Ie KapIMHOMAOB JIETKOTO U CO-
ctaBunu 16,7%. Bce oHM B COOTBETCTBUU C Kjac-
cudukanuein BO3 (2015) 6s1mn otHeceHsr kK ATK.
[IatunetHss 6e3peluAMBHAS BBIXKMBAEMOCTD MAIN-
€HTOB C 9TOI matosnorueit 6nima 0%, a 1eTaIbHOCTD
OT IporpeccupoBaHys 3ab0/IeBaHMs 3a ITOT XKe IIe-
puon — 62,5%. V Bcex MAIMeHTOB OBIIN BbLSBIEHBI
MeTacTasbl B peruoHapHble nuMdarudecKue y3ibl
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U OTAaJieHHble — B KOCTY Ta3a, IIeiHble U TPy/JHbIe
ITO3BOHKN, KOCTY CKe/leTa, MOIKeNyJOUYHYI0 JXKeTesy,
JIeTKOe, TOJIOBHON MO3T, IMYHUKY, KOXY [32].

H50 ¢ AKTT-3C B nmerkux u 6poHxax B 60/b-
IMIMHCTBE CIy4YaeB MMeET Oonee OMarompUATHBIN
[IPOTHO3 TeueHMsI 3a607IeBaHMs € 6071ee TN TETbHBIM
BBDKMBaHMEM IIaLMEHTOB, YeM IIpU JIOKalIM3aluu
omyxoneit B fpyrux opranax [12, 37, 39]. Ogxako
B IIOC/IeflHee BpeMs HaKaIIMBaeTca Bce Oosblie
JAaHHBIX O TOM, YTO y 5-70% HaIMeHTOB ¢ KapLu-
HOUJIaMU JIETKMX 4epe3 TOfbl U JlaXKe NecATUIeTUS
Ioclie yAajeHusA HepBMYHOIO odara MOTYT BO3HH-
KaTb PelMAVBBl M METAcTa3bl B PerMOHApPHBIE VM-
(daTudeckme y3nbl, a B psAfe CIy4aeB M OTHATCHHDIE —
B II€Y€Hb, KOCTM, KOXY, TOIOBHOJ MO3T, MOTIOYHYIO
Xeme3y U apyrue opraubl [39-42]. Takoit 60nbuIoi
pasbpoc — ot 5 5o 70% — I MOTEHLIMATBHO 3/I0Ka-
YeCTBEHHBIX BapuaHToB HOO 6poHX0/erouHoit 10-
Ka/IM3aluy CTY>KUT JOMOTHUTEIbHBIM apTyMEeHTOM,
olnpefensAomMUM HeoOXOAUMOCTb 6ojIee TOYHON MX
nuddepeHIManbHON AUATHOCTUKU C BbIJeNeHIEM
(aKTOpOB IOBBIINIEHHOTO PUCKA, OFHUM U3 KOTO-
PBIX MOXeT ObITh 9KTONMMYecKas nponykuus AKTT.
PeanpHoe cooTHOmenne mexay TK, ATK, menkokire-
TOYHOI U KpynHoKIeTouHolt HIK nerkmx ocraerca
CHOPHBIM U He [0 KOHIIA M3y4eHHBIM BOIIPOCOM, OCO-
6eHHO C y4eTOM TOTO, YTO HOBas KIacCHUKAIMsA
H3O nerxux m TMMyca M3MeHMNIA TPAaHULBI I'pajja-
it Mmexxay TK u ATK, a Takxe pacimmpuia Kkarero-
puto ATK 3a cueT BK/TIOUeHMA B Hee YaCTH OIIyXOJIel,
KOTOpBbIe paHbllle OTHOCUINCh K KPYITHOKIeTOYHO
HSK. MsI npoananusuposanmn 152 HOO 6porxorne-
TOYHOJ JIOKA/IM3aLUNN, ¥ UX pacHpefeneHne MeXy
TK, ATK, MenKOK/IeTOYHOIl M KpPYHMHOKJIETOYHOI!
H3K nerxux cornacto knaccuduxanuu BO3 (2015)
cocraBuio 32, 21, 39, 8% coorBeTcTBEeHHO [43].

H30 mnomxenypounoit xenespt ¢ AKTI-9C
BCTPEYAIOTCsA pefKko (OJHAKO 10 HEKOTOPBIM JlaH-
HBIM OHM MOTYT COCTaBJIATH O 15% Bcex cmydaeB
3TOJI MATONOTUY), TIPEVMYIIECTBEHHO HabMI0Nal0TCs
y XKeHIuH (64%), 4aCTO FOCTUTAIOT OOMBIINX pa3Me-
POB U [aIOT MeTacTasbl B Ile4eHb, IPAKTUYECKN He
OTBEYAIOT Ha TEPANMIO U MMEIT IIOXOM IIPOTHO3.
R. Maragliano n coabr. [18] mpoaHamusupoBanu
10 cobcrBenHbIX HabmogeHnit HOO momxenymod-
Hoit xenespl ¢ AKTI-OC u 139 ciyvaes, onucas-
HBIX B nTepaType K 2015 r. ABTOpBI IIOKa3au, YTo,
x0T 6onpuHCTBO HIO mopmKenymoyHoll >kenessl
¢ AKTT-3C 6b1nn BoicokonuddepeHIPOBaHHBIMU
omyxonamu (Grade 1, 2), 5-1eTHAA BBDKMBAeMOCTb
cocTaBuIa TONbKO 35%. [l cpaBHEHMA: y MaljieH-
TOB C MHCY/JIMHOMAaMU, TaCTPMHOMAaMIU, COMaTOCTa-
THHOMaMM ¥ HeYHKLMOHUPYIOWMMIU OIyXOMAMU
HOMIKeTTYOYHOI >Ke/le3bl 5-MeTHAA BBDKMBAEMOCTD
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6bima 97, 72, 75,2 m 80% COOTBETCTBEHHO. Takyio
HU3KYI0 BBDKMBaeMOCTb HanueHToB ¢ HOO mopxe-
nynouHoit xenessl ¢ AKTI-OC MOXHO OOBACHUTH
TeM, YTO APKO BBIpa>keHHas KIMHMYECKAsA CUMIITO-
MaTMKa BO3HMKAaeT TOJNbKO Ha IO3JHMX CTafMAX
OIIyXOJIEBOTO POCTA, KOTZA YK€ MMEIOTCsI METACTa3bl
B mevenb [11, 15, 23, 44, 45].

Ony6/11MKoBaHO OTHOCUTENBHO HeOOIbIIOE KO-
4eCcTBO PaboT, B KOTOPBIX OTPakeHbl 0COOEHHOCTH
kmmHndeckoro tedenus AKTI-OC npu memymnsp-
HOM paKe IUTOBMIHON >Kele3bl, HO Bce Habmiofe-
HUSA XapaKTepU3OBaINMCh HeOTarONPUATHBIM KIIN-
HUYECKUM INpPOrHO30M [20-22, 46]. YV Bcex Hammx
HAlMEHTOB C MENYIIAPHBIM PaKOM LIMTOBMHOI
xeressl ¢ akronudeckoit mpogykuueit AKTT 6b110
KpaliHe arpeccuBHOe TedeHue 3a00neBaH s, BCe OHU
norn6Iy OT IporpeccupoBaHust 60ne3HN B TedeHMe
1-5 net. JIBoe OONMBHBIX OBIIM MOJOLBIMIU JTHOTbMU
B Bo3pacTe 16 u 17 7meT, 4TO MO3BO/IAET BBICKA3ATh
TUIIOTE3Y O Ha/IMYUMU Y HUX He IMArHOCTVPOBAHHOTO
IpYU JKM3HU HAC/IeICTBEHHOrO 3a00/IeBaHUA — CUH-
IpoMa MHOXXECTBEHHOJ 3HJOKPMHHON HEOIIa3UU
2b tumna (cungpom [opnuHa), Ag KOTOPOTO TUIM-
YeH JIeTATbHBIN MCXOM OT IPOTPeCcCUpPOBAHMA Me-
IOYNIAPHOTO paKa IMTOBUIHOM JKele3bl B BO3pacTe
1o 20 ner.

Mpnunnoit AKTI-9C MoryT craThb um omyxonu
HA[IIOYE€YHNKOB — (EeoXpOMOUUTOMBL. VIM CBOIL-
CTBEHHO CPaBHUTEIbHO ONarompusaTHOE KIMHUYe-
ckoe Teuenue [10, 23-25, 47].

B mrepaType NpUBORATCA HEMHOTOYNCI/ICH-
Hple cnydan HOO XenymouyHO-KMIIEYHOTO TPaKTa
¢ AKTT-9C ¢ nokanmsanmyei onyxoneil B >Kenyake,
IBEHA[LATUIIEPCTHOMN, IIOAB3[OIIHOM, O00O0FOYHOI
U CIIeNoN KMIIKe, alieHgukce [7, 14, 16, 19, 20, 31,
48]. YTo6BbI OIpeenuTh MPOTHO3 [/ TAKUX PEIKUX
BapUaHTOB omyxoneit, kak HOO xenynouHo-KuIey-
Horo TpakTa, mpopyuupywomue AKTT, Heobxopu-
MO IpOAHAIM3MPOBaTh OoJ/iee pelpe3eHTaTUBHbIE
IO YJICITy HaOmofeHnil rpynnsl. JIBa HabmogeHus,
KOTOpble MpefCTaB/IeHbl B Halleil paboTe, OTIMYa-
JICh MeHee arpecCUBHBIM KIMHNYECKVM Te4eHNEM,
YyeM IpM JIOKaAM3aLMM OIYXoJiell B TUMYce, IUTO-
BUIHON U TIOJKETYHOYHOM >kermesde. UTo Kacaercs
yuknandeckoro tedeHus AKTT-9C, xoropoe oTme-
YaJI0Ch y NMALMEHTKM C KapLMHOULOM 4YepBeoOpas-
HOro oTpocTKa [31], B muTeparype omucano 65 ciy-
yaeB nukandeckoro redenna AKTI-9C, 3 xkoTopsrx
26% cocTaBMU/IM OIIYXOJIM JIETKOTO, B 1 cliy4yae c 04eHb
arpecCUBHBIM K/IVHUYECKMM TedeHueM (HalyeHT
IpOXXUI MeHee 1 ropa) [25, 49].

MonekynsapHO-TeHeTUYeCKIe MEXaHM3MBl BO3-
HUKHOBeHNUs skTonmmyeckorr mpopykumym AKTT
B OIYXONAX PpasHBIX TUIIOB elle HeZOCTaTOYHO

OpI/IFI/IHaJ'IbeIe CTaTbW
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uccinenoBaHsl. IIpy M3ydeHMM KapIMHOMUJOB TH-
myca ¢ AKTI-OC 6bu1 BbLsB/IEH AUCOANaHC TEHOB
Ha 10 xpoMocoMax: YMHOXXeHMA Ha 7p, 7q, 11q, 12q
u 20q u yTpathl Ha 6q, 6p, 4q, 3p, 10q, 11q u 13q [50,
51], yrpara rereposurorHoctu (LOH) xpomocomsi 1p
[52], a Tak>ke yTpaTa Ha XpoMocoMe 3, 9p2l-peter, Y
U YMHOXeHMe Ha xpomocoMe 19p [53]. He BbisbiBaeT
COMHEHUIT HeOOXONMMOCTb Na/JIbHENMIINX MUCCIENO-
BAaHNI T€HOMa 3TUX OIYXOJ/ell — BO3MOXXHO, HOBbIE
TaHHBbIe IIPOJIBIOT CBET Ha TeHeTNYecKye aHOMaINI,
OTBeTCTBeHHbIe 3a BosHUKHOBeHe AKTI-3C, 06B-
ACHAT pasnuuMe B TSDKECTU TedeHUs 3ab60NeBaHNsA
B 3aBYICMMOCTH OT JIOKa/IM3aL[ MM OITYXOJIet, a TAKXKe
CMOTYT BBIABUTD KJIETOYHO-MOJIEKY/IApHbIe MULIEHN
mast paspaborku 6omee 3hpPeKTUBHBIX CXeM Tepa-
.

HecMmoTps Ha ApKyI0 KIMHUYECKYI0 KapTUHY
U ObICTpOe IIPOTpPecCHpOBaHME CHMITOMOB TH-
HNepKOPTULM3Ma, OIIpefie/ieHNe WCTOYHMKA IIO-
BoimeHHON cekpenyyu AKTI uacto oxasbiBaercs
CTIOKHOI [IMATHOCTUYECKO! IHpo6ieMoit, KoTopas
BK/TIOYAET aHA/IN3 KIMHWYECKUX NaHHBIX, MHCTPY-
MEHTaJIbHbIe, OMOXMMMYeCKMe U Mopdoorude-
CKJe MeTOABI MICC/IelOBAHMA. B mepByIo ouepesb 3TO
CBAI3aHO CO CJIOXXHOCTAMM TONMYECKON HAMarHo-
cTuky, nockonbKy AKTI-mpomyumpymomme omy-
XOMM MOTYT OBITh HACTO/NBKO Majbl, YTO BBISBUTD
UX NOCTYIHBIMM MHCTPYMEHTAJIbHBIMM MeETOfaMMU
opiBaeT TpynHO. OcHoBHOM Meton nedenus AKTI-
9C - xupyprudeckuit. Merop u 06beM omepannn
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Clinical and morphological characteristic
of ACTH producing tumors of various localization
and the ectopic Cushing’s syndrome

Gurevich LE."«Voronkova I.A? « Marova E.l2 « Rozhinskaya L.Ya.? «
Lapshina A.M.2« Britvin TA." « Komerdus |.V.

Background: Ectopic adrenocorticotropic hor-
mone (ACTH)-dependent Cushing's syndrome is
a type hypercorticism caused by ectopic produc-
tion of ACTH and/or its precursors by neuroendo-
crine tumors (NET) of various localization, such as
lung and thymus carcinoids, less frequently those
of pancreas and gastrointestinal tract, medullary
thyroid cancer, pheochromocytoma, small cell
lung cancer, as well as some other tumor types.
The wide spectrum of tumors associated with the
ectopic ACTH syndrome (EAS) makes their diagno-
sis and treatment a complicated issue. Materials
and methods: The study was done with surgical
and diagnostic biopsy samples from 60 patients
who had tumors with EAS, 36 (60%) of them being
bronchopulmonary carcinoids, 10 (16.7%) thymus
carcinoids, 5 (8.3%) pancreatic NETs, 3 (5%) med-
ullary thyroid cancers, 3 (5%) NETs of unknown pri-
mary localization, and NET of appendix, cecum and
pheochromocytoma (one case of each, i.e. 1.7%,
1.7%, 1.7%). There were 38 female and 22 male pa-
tients (1.72:1), with their mean age of 39+ 14 years
(range, 16 to 77 years). We analyzed their clinical
data, as well as the results of morphological and
immunohistochemical examination of the tu-
mors. Results: According to the World Health
Organization classification (2015), typical carci-
noids (TC) of the lung were found in 77.8% (28/36)
of the bronchopulmonary tumors. 22.2% (8/36) of
the bronchopulmonary tumors and all thymus tu-
mors (100%, n=10) were classified as atypical car-
cinoids (ATC). Four pancreatic NETs were classified
as Grade 2 (G2), 1 as G3, and NETs of the cecum and
appendix as G1 and G2, respectively. At present,
29 (48%) patients are living with no relapse (mean
age 39+ 13.5 years), whereas 22 (37%) of patients

developed a relapse (mean age 35+ 13 years), and
15 (25%) of them died, regardless of the age of the
patients The history of the disease was not traced
in 4 cases. 5-year relapse-free survival of patients
with TC of the lung was 85.7% (24/28), of those
with ATC 25% (2/8), with ATC of the thymus and
medullary thyroid cancer 0%. Mortality from to
TC of the lung for the entire follow-up period was
3.6% (1/28), to ATC 12.5% (1/8), to ATC of the thy-
mus and for medullary thyroid cancer 62.5% and
100%, respectively. The patients with NET of the
cecum, appendix and pheochromocytoma are
alive without progression for 4, 5 and 6 years, re-
spectively. Therefore, the lowest 5-year survival
of patients with EAS was observed in medullary
thyroid cancer, pancreatic NET and thymus car-
cinoids: in 100% (3/3), 75% (3/4), and 57.1% (4/7),
respectively. Conclusion: The most unfavorable
prognostic factors in the EAS are the localization
of tumors in the thymus, pancreas and thyroid
gland. This indicates the necessity of a differenti-
ated treatment approaches to patients with this
syndrome.
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