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Onyxonu Kopbl HAANOYEUYHUKOB Yy AeTeit BCTpeyaloTcs peako. Mo KIMHUYEeCKUM NposiBIEHUSM U
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1 6MONOrMYECcKOro NOBELEHWS OMyX0JIel KOpbl HAANMOUEYHUKOB Y B3POCHbIX U fieTel, ocoboe BHUMaHVe
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Adrenal cortical neoplasms in pediatric population are very rare. The clinical manifestations and biological behavior can be
different from their counterparts in adults. This review contains data of epidemiology, clinical features, histology, biological
behavior of adrenal cortical neoplasms in adults and children with particular attention to the approaches to malignancy
assessment in different age groups.
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apEeHOKOPTUKanbHbIM onyxonaM (AKO) oTHocAT-

Csl aeHOMa M KapuMHOMa, KOTopble pa3BuBaloTCs

13 KOPKOBOr0O BeLLEeCTBa HagnoyeuyHuka. McTuH-
Has yactoTa AKO He n3BeCTHa B CBA3M C TEM, UTO MENKME
afeHOMbl YacTo MpoTeKalT HecCMMNTOMHO M HepeaKko
Ux 0BHapYXMBaOT TOMBKO MPU ayTOMNCUIAHOM UCCREeno-
BaHWM, 0BbIYHO B CTApLUMX BO3PACTHbIX rpynnax. 3Tu
o0bpasoBaHuAa ¢ 6oMbLIen BEPOATHOCTLIO MPEACTaBAsAioT
coboi NposiBreHne KOMMNEeHCaTOPHON rnnepniasnmn, Yem
“MeIoT onyxonesyio npupoay [1].

AnpeHokopTukanbHas kapumHoma (AKK) BcTpeua-
€TCSl FOpasfo pese afeHOMbl, ee yacToTa COCTaBnseT
0,05-0,2% Bcex 3rmokauyecTBeHHbIX Onyxosien; 3abone-
BaeMocCTb Yy B3pocsbix — 0,5-2 Ha 1 MnH B roa. 70T BUA
KapuMHOM Y B3pOCIbIX OTIMYaeTCcs HebnaronpusTHbIM
MPOrHO30M: MOKa3aTeflb 5-NeTHEN BbIKMBAEMOCTU CO-
ctaenset 35-50% [1, 2]. 3abonesaeMocTb MeeT BrUMO-
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panbHoe BO3pacTHoe pacnpepeneHnve. epBbli, MeHb-
Lwmni nuk 3abonesaemoctn AKK npuxogutca Ha nepsble
OBa ropa xusHu. 3abonesaemoctb AKK B Mupe y aetei
po 15 net coctaensiet 0,3 Ha 1 mnH B rop [3]. YacTo-
Ta BO3HWKHOBEHWS 3TUX OMyXOfel 3HaUMTENbHO Bbille
(B 12-18 pas3) B I0skHOI Bpasunum, uem B EBpone n CLLIA.
3T0 CcBA3aHO C 3HAEMUYECKM BbICOKOM 4acTOTOM rame-
Tueckon MyTtaumn (p.R337H) reHa TP53 [4]. [leBoukm
BoneloT ualle ManbuMkoB — cooTHoweHwe 1,5:1 [5].
BTopoi, ocHoBHOM MWK 3abonesaemMoCTV MNPUXOAMUTCA
Ha BospacT 70 net [1], npuuem B 3TOI rpynmne onyxonu
yallle BO3HMKAIOT CMOPaaMyecki (acCoLMMpoBaHbl C My-
Taumamm reHoB TP53, GNAS1, PRKAR1A v IGF2 B coMa-
TUUYeckmx Knetkax [1, 4]).

HecmoTpst Ha To uto AKK cocTtaBnsaetr MeHee 1%
BCEX 3MTOKAYECTBEHHbIX OMyXONiel B AETCKOM BO3pacT-
HOW rpynne, ee yLerbHbIA BeC B CTPYKTYpe MepBUYHbIX
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KapuuHOM [0BOsbHO Benvk (12%) [6]. Mo konmuecTsy
cnyyaeB AKK BMecTe €O 310KauyeCTBEHHbIMU OMyXOss-
MU LUMTOBUOHOM »efe3bl, renaTouensionspHou v Ha-
300bapuHreasnibHon KapLMHOMOW BXOAWT B YMCHIO CaMbIX
PacnpOCTPaHEHHbIX 3/10KAYECTBEHHBIX 3MUTENUanbHbIX
onyxonei y neten [5, 71.

HacnencteeHHble cnyvan AKO BcTpevatoTcs npu
cuHapoMax Jln-®paymenn (Mo pasnmuHbIM [aHHbIM, OT
50 0o 100%), MHOMECTBEHHbIX SHOOKPUHHbIX Heomnsa-
auit-1 (MEN-1), Beckwith-Wiedemann, xkomnnekce
Carney vi BpOXOEHHON rMNepniiasnn Kopbl HAaAMoYeYHn-
ko (CAH) [1, 4, 8].

CyLLeCTBYIOT pasnuuna B KIIMHUYECKOM TeYeHUM
AKO y petein n B3pocnbiX. Y B3pPOCIbIX KIMHUYECKME
NPW3HaKM FOPMOHAaNbHOW aKTUBHOCTK Mpy 0Bpa3oBaHu-
AX KOPbl HaAMOYEeHNKOB HabniofalTCA NPYMepHo B Mo-
MOBUMHE CIlyYaeB W, Kak NpaBuio, NPOsBMSIOTCA CUHAPO-
Mamun KylumHra, KoHa 1 aHOoporeHusaumen y sKeHLLUMH.
B nonosuHe cnyuyaes AKO cTaHOBMTCH CryyYalHOW Ha-

PucyHok 2

PucyHok 1

Makpockonuueckas kaptuHa AKO (ructosornuecku — AKA)

y nauveHTa 14 neT: y3rnoBoe UHKancynnpoeaHHoe obpasosaHue,
Ha paspese — }enToro LuseTa; obpallaeT Ha cebs BHUMaHWe
y4acToK MUKcoMaTo3a (0TMeueH CTpesnkoii)

BapwuabenbHocTb umMTonoruyeckux ocobeHnocten AKO y feTeit: A — TKaHb OMyX0nu MOCTPOEHA U3 KPYMHbIX NOMNIOHAMbHBIX KETOK C 903U~
HOCPUITBHOM LMTOMMa3MOM, SLepHast aTUnus BbipaskeHa yMepeHHo (OKpacka reMaToKCUSIMHOM W 9031HOM, X 250); B — MOHOMOPHbIE KNeTKU
NOJNIUIOHasbHOM M BbITAHYTOM (DOPMbI, AAEPHAst aTUNUA He BblpaxeHa (OKpacKa reMaTOKCUITMHOM 1 303uHOM, X 250); B — oueHb KpynHbie
NIeoMopHble KNETKM C FMNepXPOMHBIMU SILPaMKU 1 BHYTPUSAEPHBIMU NCEBROBKITIOUEHUAMN (OKpacKa reMaToKCUIIMHOM 1 9031HOM, X 250);
" — yuacTOK C 0ueHb BbICOKOW MUTOTUUECKON aKTUBHOCTbIO (8 CoUryp B Mosie 3peHus), B TOM YMCIIe 3@ CUET aTUMUUYECKUX hopM

(oKpacka reMaToKCHIIMHOM 1 303uHOM, X 250)

b
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XOLKOM NpU MNPOBEOEHNN KOMMbIOTEPHOM TOMorpadum
(KT) B oTCyTCTBME CMEUMAIMUECKMX %amnob («uHUmMneH-
TanoMbl HagnoueuHuka») [1].

Y peteit AKO Takske MOryT BbiTb DYHKLMOHWPYIOLLM-
MU 1 HeDYHKLMOHMPYIOLLMMU. KNMHUYECKMe NpU3HaKK
rUNepCeKpeLMm Onyxosibio FOPMOHOB KOPbI HAAMOYEYHM-
koB BcTpeyvatotcs B 80—90% cnyvaes; y 94% naumen-
TOB U30bITOYHAA CeKpeLMs rOPMOHOB ONpPefenseTcs npu
nabopaTopHoM wuccrenoBanuu [3, 9]. Y BonblumHcTBa
petenn (50-84%) KNMHUUECKME TMPUSHAKM BKIIOYAIOT
BUpMNM3aLMIo (MpeneBpeMeHHoe 0BOfOCeHUe fobKa,
YCKOPEHHBIV POCT M HECOOTBETCTBME KOCTHOIO BO3pacTa
nacnopTHoMy, hansfio- 1 KMMTOPOMeranus, rTMpCyTU3M 1
aKHe), CBA3aHHyI0 C runepnpopyKuveit aHoporeHos [3,
7, 10, 11]. Peske (15-40% cnyuaes) y neteit Habniopa-
I0TCS NMPU3HaKK cMHAPOMa KyluHra (runepTeHaust, osku-
peHve) B CBA3M C rMnepnpoayKuveil cteponaos. unep-
NPOAYKUMIO 3CTpOoreHos (dheMuH1saums, rmHekoMacTus)
oTMevaloT B 9% cnydyaes, a NpuU3HaKku runepanbpocTe-
poHM3Ma (rMNepTeH3us, runepKanmemMus), Hepeakue y
B3pOCIbIX, — b B 1-4% cnyvaes [9-11]. CvuHaopom
KywmHra vaile Habmopaetcs npy AKK, KpymHbIx onyxo-
nsax (6onee 10 cM), a Takske y cTaplumx aeteit [10, 11].

lMcTonorMyeckoe CTPOEHUE U MMMyHODEHOTUN
neanatpuyecknx AKO He MMeIOT CyLLeCTBEHHbIX OTiu-
YU OT OMyXOSfiei KOpbl HAAMOYEYHUKOB Y B3POCHbIX.
MaKpocKkonuuyeckn onyxonb MpencTaBnser cobon ys-
NOBOE WHKarncynupoBaHHoe obpasoBaHue, Ha paspese
06bIYHO KENTOrO LBeTa, HePedKo C oYyaramu KpOBOW3-
nusHuia (puc. 1).

['McTonornyeckoe MccnenoBaHWe Mokasano, uTo
HeonnacTU4eckas TKaHb COCTOUT U3 KIETOK C 0BUIbHON
303uHobunbHOM (prc. 2 A) wnm cBeTnoi uMTOMnas-
MOW. fliepHasi aTunus BapbWPYeT OT He3HauMTESbHOM
(puc. 2 B) 0o KpaiiHe BblpameHHON. YMCno MUTO30B TaK-
e BapuabeslbHoO — OT PemkMX O HECKOJSIbKUX B Mone
apems (puc. 2 B), Briioyas atunnuHble doopMsi (puc. 27).
VHorna KNeTku omyxonu UMeIoT OHKOLIMTapHYIO Ui Be-
PETEHOKIETOUHYI0 MOPAIOSIOrHIO.

YcnosHo cTpoeHne AKO MOXHO NpefncTaBuThb B BULE
criefylowmx TMnos (puc. 3) — U30NMpPoBaHHbIX MK B CO-
ueTaHWu apyr ¢ gpyrom [6, 12].

1. ConuaHblit/onMdodoysHbIi NaTTepH NpencTassieH
BeCcCTPYKTYPHBIMU MOMISAIMU OTHOCUTENBHO MOHOMOP-
HbIX KneTok (puc. 3 A).

2. TpabekynapHbli MaTTEPH, NPV KOTOPOM TKaHb
OMyXOSM COCTOUT U3 BapuabernbHbIX MO LUMPUHE TSXEN
HEOMMacTUYECKOr0 3NUTENNSA, pa3neneHHbIX COeauHU-
TenbHOTKaHHbIMK Neperopoakamu (puc. 3 B). BapuaHTbi
TpabekynapHOro naTTepHa:

® VHCYNSIPHbIA — rPYnMbl KNETOK MMEIOT CKopee

OKpYrnyio, UeM BbITAHYTYI0 doopMy (puc. 3 K);

® pecToHuYaTBIN — TAMKM KNETOK hopMupyioT

nsrubaioLmecs, BOSIHUCTbIE CTPYKTYPbI;

® neKCUMOPMHbLIN NaTTepH COAEPNKWUT aHacTo-
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MO3MPYIOLLME U B3aWMHO MEPECEKAIOLLMECH TAMM

KIETOK;

® indian-file — 3neMeHTbl OMyXonM pacnofara-

I0TCS LlenouKoit oaumH 3a opyrum (puc. 3 E);

® rMpUdOPMHbIA NaTTepH, ANS KOTOPOro Xapak-

TEPHO Hannune YASIMHEHHbIX U3BUTbIX TAXEN OMyX0-

neBbIx KneTtok (pue. 3 3).

3. AnbBeonsApHbI NaTTepH NpencTaBfieH rpyn-
namu KIeTok, pasgeneHHbiMu ubposHbIMU Unn dou-
BpoBacKynapHbIMU  MeperopofkaMu, co cBoBOAHbIM
(6e3 ceAsM C cocenHUMM IEeMEHTaMM) PacrnosioKeHN-
eM 3/1eMEHTOB B LIEHTpax; MMCTONOrMYeckas KapTuHa
MOET HamoMWHaTb afilbBEONIAPHOE CTPOEHWE TKaHW
nerkoro (puc. 3 B).

4. TlceBnoMenesnCcTbIi NaTTEPH CO CTPYKTypaMmu,
HaMNOMWUHALLMMU ene3ncTblid anuTtenuin (puc. 3 ).

5. TllaTTepH, HaMOMWHAKOWMA CTPYKTYpbl 3HAO-
[epMasibHOr0 CMHYCa W OMyXOJSlb KENTOYHOr0 MeLlKa
(puc. 3 ).

6. [ nanMHOBO-MWKCOMOHBIA NATTEPH C KOMMNPEMU-
POBaHHbIMU TOHKUMW TSKaMMU KIETOK OMyXOnu, pacmno-
NOKEHHbIX B CriabookpalleHHol cTpoMe (puc. 3 AK).

CTpoma onyxonm 0bblYHO BblpaskeHa cnabo u npea-
CTaBfleHa MHOMOYMCIIEHHBIMU KPOBEHOCHBIMM COCYaMM
cuHycompHoro Ttuna. MHorma wMmeloTcd yvacTku dou-
Bpos3a ¢ popMMpOBaHMEM LLMPOKMX MEepeCceKaloLLnXcs
MexLy coboM COeAMHUTENbHOTKAHHBIX MEeperopofoK.
B HekoTopbix cnyyasix obpallaloT Ha cebs BHUMaHue
BbIpaeHHbIN MUKcoMaTos (puc. 4 A), ovaru Hekposa
(puc. 4 bB), weBasua cuuycoupos (puc. 4 C), BeH
(puc. 4 T), vancynbl (puc. 4 ).

MpU  MMMYHOrMCTOXMMUYECKOM WCCIENOBaHWM B
KreTKax omyxonu onpepensietcs akcnpeccus Inhibina,
MelanA, HMB45, Vimentin. Peakuus ¢ PanCytokeratin
BapuabenbHas (andpdpysHonosutveHan, crnabas  do-
KarbHas, MOMoKMUTENbHAs B YaCTU KNETOK, HeraTueHas),
akcnpeccus EMA otcyTcTyeT. Peakums ¢ aHTutenamm K
Chromogranin A Bcerga HeraTuBHasi, OHaKO OMyXO0Ib
MOXKET 3KCMPECCMPOBATb APYrve HepoHasbHble MapKe-
pbl, Hanpumep Synaptophysin (puc. 5).

Hu onuH rucTonornyeckunin npusHak cam no cebe He
MOSKeT CBUAETENbCTBOBATbL O 3/1I0KAYECTBEHHOM MOTEH-
uvane AKO. [1ns ero onpeneneHus y B3pOCnbIX UCMOSb-
3YI0TCS MHOMOUMCTEHHBIE KOMMIEKCHbIE CUCTEMbI OLIEH-
KW, OCHOBaHHbIE Ha COBOKYMHOCTU MaKpPOCKOMUYECKMX,
MUKPOCKOMUYECKUX W KITMHUYECKMX MPU3HAKOB; Hanbo-
nee nonynsipHbl kputepun Weiss, Van Slooten, et al.,
Hough, et al. (tabn. 1-3).

BaskHO OTMeTUTb, UTO CTaHAAPTHbIE CUCTEMbI KpW-
TepueB Bbinn paspaboTaHbl Ha OCHOBaHUM UCCNenoBa-
Husa AKO B3pocnbix naumentos (ot 20 go 70 ner). llet-
CKMe OMyxonu B BblbopKax npencTasnieHsl He Boinm [13],
B CBSI3W C 3TUM NPUMEHUMOCTb 3TUX KPUTEPUEB 3M0Ka-
yecTtBeHHOCTU AnA AKO y pneTeit HEOOHOKpPATHO NoaBep-
ranacb COMHEHMIO.
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PucyHok 3

Hanbonee pacnpocTpaHeHHble naTTepHsl cTpoeHust AKO y feTeit: A — COnMUaHbIN, v audpdoy3HbIit, NaTTepH (oKpacka reMaToKCUMHOM U
3031HOM, x 200); B — TpabekynapHbIi NaTTepH (OKpacka reMaToKCUMHOM 1 303uHOM, X 200); B — anbBeonsipHbIi naTTepH (OKpacka reMaTok-
CUITMHOM 1 303UHOM, X 250); I — nceBpoM)enesncTbin natTepH (OKpacka reMaToOKCUIIMHOM W 303uHOM, X 400); [ — naTTepH, HanoMUHaIoLLMiA
CTPYKTYPbI OMYyX0S1 KeNTOUYHOro MeLLiKa (CrnpaBa BBepXy) W r’MariMHOBO-MUKCOWUAHbIN NaTTepH (crnesa BHU3Y) (OKpacKa reMaToKCUIMHOM U
303uHOM, x 100); E-3 — BapuaHThl TpabekynsapHoro nattepHa: E — indian-file (okpacka reMaToKCuUIMHOM 1 903uHOM, X 200);

X — aumnHapHbIit (OKpacka reMaToKCUIMHOM 1 3031HOM, X 100); 3 — rpnchopMHbIi (OKpacka reMaToKCUIIMHOM M 9031HOM, X 100)
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PucyHok 4

OcoBeHHocTH cTpoMbl AKO: A — y4aCTOK BbIpasKEHHOr0 MUKCOMATO3a CTPOMbI (OKpacKa reMaToKCUIIMHOM M 303KHOM, X 50);

B — 06LwMpHble <reorpaduueckue> nons Hekposa (OKpacka reMaToKCUIIMHOM M 9031HOM, X 150); B — MHBa3us CMHYCOMaoB

(oKkpacKa reMaTOKCUMHOM 1 303uHOM, X 250); I — uHBa3us BeHbl (OKpacKa reMaTOKCUIIMHOM M 303MHOM, X 250);

I — uHBasua Kancynbl (okpacka reMaToKCUIIMHOM 1 3031HOM, X 150); E — amMBonbl B cocyaax (oKpacka reMaToKCUIMHOM 1 303uHOM, X 200)

Ha ocHOBaHWM faHHbIX, NMOMYYEHHbIX B TPEX CaMbIX
KpynHbix nccneposanusx [3, 10, 14] ¢ ouexkoit neau-
aTpUYecKunx onyxoniei No CTaHLaApPTHbIM KPUTEPUSIM U
NoCrenyloLMM COOTHECEHWEM Pe3ynbTaToB C AaHHbIMM
KnuHuMYeckoro Habnogenus, J.A. Wieneke, et al. npen-
MOXUIIN KPUTEPUK 3nokadYecTBeHHOCTH ana AKO y neTew
(rabn. 4).

L.P. Dehner v D.A. Hill [6] oTMeuvaloT, 4TO Mac-
ca OnyXonu W pacnpoCTpaHeHHOCTb mpouecca UMeloT
Bosnbllee 3HauyeHWe ANA NPOrHO3a, YeM rucTosiormye-
CKMEe XapaKTepucTuku. Ha ocHOBaHWM 3TWX Mpu3Ha-
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koB Bbina paspaboTaHa cTpaTudmKaLmMs rpynn pucka
(rabn. 5) nna AKO y neteit [6].

Jleuenne AKO y peTeit — MexaucuunivMHapHas
3afaya, Tpebyolas yyacTusi XMpPyproB, OHKOJIOrOB
N 3HpokpuHonoros. OcHoBHOW MeTopn neveHuns AKO
— Xupypruyeckuin. PapukanbHoe ypnaneHue onyxonu
— 9T0 Tepanusa Bbibopa, npu obpasoBaHuAx Hebonb-
Loro pasmepa 06bI4HO NPMBOAMT K MOSTHOMY MU3neye-
Huio. [1ns nocrneonepauuoHHoro ctagvpoBaHus AKO
ucnonb3yeTca cucteMa, paspabotaHHas UKCCSG
(rabn. 6) [15].
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PucyHok 5
MIMMyHorMcTOXMMUYeCKoe UccrenoBaHue: akcnpeccus kKnetkamu AKO Inhibina (A), PanCytokeratin (B), Synaptophysin (B), HeraTusHas peak-
uus ¢ aHTuTenamn k ChromograninA (I'); HMB45 (1), MelanA (E), Vimentin (X); ypoBeHb nponndepaT1BHON akKTUBHOCTY Mo akcnpeccum Ki67
MoskeT gocTturats 55-60% (3)
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Tabnuua 1
Kputepun Weiss

XapakTepucTuka naLumeHToB

Bbicokoe AfepHo-LuMTOoNnIa3MaTnyecKoe OTHOLLEeHne

Bonee 5 M1To30B Ha 50 noneit 3peHus npu ysenuuernn x 400

ATUNUYHBIE MUATO3bI

Bonee 25% onyxonu npeAcTaBneHo CBETIbLIMUA KeTKaMu

[cpbchyaHblit nattepH (6onee 33% onyxosin)

Tabnuua 4
Kputepun Wieneke ans onpeneneHus snokave-
cteeHHocTn AKO y neTeit B BospacTe < 20 nert [14]

Kputepumn

Macca onyxonu > 400 r

Pa3mep onyxonu > 10,5 cM

JlokarnbHas UHBa3Ws /WK pacnpoCTpPaHEHWE B MPUMEKaLLMe OpraHbl

Hekpo3s

WHBa3wns BeH (B CTEeHKe cocyfna eCTb MbILLIEYHbIN CﬂOﬁ]

MHBa3ws cuHycomnos (B cTEHKe COCYy[a HeT MbiLeYvyHoro cros)

WHBa3ws kancynbl

Hanuuue Tpex u 6onee KpUTEpUEB KOPpenupyeT co
3/10Ka4YeCTBEHHOCTbIO

Tabnunua 2
Kputepuu Van Slooten, et al.

WHBa3us Nonoi BeHbI

BeHosHas nHBaswus

WHBasus Kancynbl

Hanunuve 0OnyXxoneBoro HeKpo3a

Bonee 15 MT030B Ha 20 noneit 3penus, x 400

anCyTCTBMe ATUMUYHbBIX MUTO30B

FMcTonornyeckuin Kputepumn B:;:t:::::::e

Hanuune 0-2 kputepues — no6pokayecTBeHHasA OMNyxosib,

PacnpocTpaHeHHble perpeccuBHble U3MEHEHUS! 57 6naronpusTHbIA nporHos; 3 KpUTEpUA — HeonpeaeneHHbI

(Hekpo3, KPOBOU3MMSHNS, MBPO3, 0BE3bICTBIIEHNE) : 3510KaYecTBeHHbIV noTeHuuan (17% — 31o0kavyecTBeHHOe TeueHue);
4 1 6onee KpUTepUeB — 3/10KaYeCTBEHHAA ONyXoJib

[MoTeps HopManbHO CTPYKTYpbI 1,6 (64% - 3nokavyecTBeHHOe TeyeHue)

SinepHas atunus (yMepeHHas/3HaunTenbHas) 2,1

. ( y : ” Tabnuua 5

unepxpomusi sinep (ymMepeHHas/3HauuTenbHas ’ prnnbl pUCKa npu AKO y neten

AHOMarsbHble AAPbILLKM 4,1 no Dehner u Hill [5]

MuTOTUYECKas aKTUBHOCTb -

(> 2 Ha 10 noneit apexms x 400) e TR LA

MHBasus cocynoB unu Kancysbl 3,3

CyMMa > 8 KOppervpyeT CO 3/10Ka4eCTBEHHbIM MOBefeHNEM
onyxonu

Tabnvua 3
Kputepumn Hough, et al.

Kputepun 3HaueHune

F'mcTonornyeckue KpuTepumn

[nchchy3HbIii naTTepH pocTa 0,92
WHBaswus cocynos 0,92
Hekpos onyxoneBbix KNeToK 0,69
®unbposHbie neperopoaku 1,00
MHBa3us kancyrbl 0,37

MwuToTUYeCKas aKTUBHOCTb

Jioboe obpasoBaHme Kopbl HaiNMOYEUHMKOB,

Huakwit puck
OrpaHNYeHHoe HaanoYeyHrKoM, Macca < 200 r

Jlioboe 0bpasoBaHme KOpbl HAAMOYEYHNKOB,
OrpaHNYeHHOe HafMOYEeUHNKOM,
Macca — ot 200 no 400 r

MpOMEsKYTOUHBIN pUCK
- Y > TTioboe obpasoBaHmMe KOpPbl HAAMOUYEUHNKOB

¢ mMaccoii < 400 r, ¢ MMKpouHBa3ve
B OKPY)KaloLLME MSKUE TKaHu,
MOJTHOCTbIO yAaneHHoe, bes MeTacTa3os

IMioboe obpa3oBaHne KOpbl HAANOUYEUYHUKOB
¢ Maccoit > 400 r, unu ¢ MHBasuen npunexaLmx
opraHoB (neyeHb, ceneseHka, nouka),
UM C HanMuneM MeTacTasoB

Bbicokuin puck

Tabnuua 6
Cuctema UKCCSG pns nocneonepaunoHHOro

(1 Ha 10 noneit speHus, x 400) s ctapupoBaHua AKO [15]
IMneoMopdhnam (yMepeHHbIi/BbICOKNI) 0,39 e XapaKTepncTvKm
Herucronornyeckue kputepum
ToTanbHoe yaaneHue onyxonu;
Macca onyxosmm > 100 r 0,60 | obbem onyxosm < 200 cm® (100 r);
OTCYTCTB/E METACTa30B 1 HOPManu3aLys YPoBHS
MoueuHas akckpeLms 17-keTocTeponaos 050 rOPMOHOB B KPOBM MoCHe onepaLum

(10 Mr/r kpeaTuHHa/24 u)

OTBET Ha NpoBOKaLWOHHYI0 Mpoby ¢ AKTI
(nocne B/ BBeneHus 50 Mr AKTI KoHUeHTpauus 0,42
17-rmppoKCcUCTepPOMOB BO3pacTaeT B 2 pa3a)

CvHapoM KyllnHra ¢ BUpnnn3aLUmeit, M3onnposaHHas
BUPUNM3aLMA UK 6e3 KIMHNYECKMX NPOSBREHNIA

MoTeps Maccel Tena (5 kr/3 mec.) 2,00

CpenHui rMCToNOrMYecKuii nokasaTenb Afs 351I0Ka4eCTBEHHbIX
onyxoneu — 2,91; pnsa onyxosneun ¢ HeonpeaeneHHbIM
3510KaYecTBeHHbIM noTeHuunanom — 1,00;

ANs [o6pokayvecTBeHHbIX onyxonen — 0,17

A 06beM onyxonu > 200 cm® (100 r);

MUKpOCKOMMYECKOE Hannume peannyanbHoii onyxonu;
1B MOCTOSHHO MOBbILLIEHHbI YPOBEHb FOPMOHOB
KOpbl HAANOYEYHUKOB B KPOBU NOCHe onepaLmm

MaKpOCKOI’WIHeCKOe Hanuyve pesmnyaanoﬁ onyxonu;

I
HeonepaberbHas onyxosb

Vv Hanuune oTpaneHHbIx MeTacTasos
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OB3OP NIUTEPATYPHI

[Ins neuyeHna NauMEHTOB C HEMOSIHOM pe3eKkumein
OMyXO0SIN UNW HaNM4MeM OTAANEHHbIX METaCcTa30B JoMNos-
HWTENbHO MpUMeHsieTCs XuMuoTepanus (3hDeKTUBHbI
LMCMNaTWH, 3TON03WA, BOKCOPYbULMH, S-cbTopypaumn n
umknodpochamua) u/unm MuToTaH. MutoTaH He sBnseT-
CSl MPOTMBOOMYXO0J1EBLIM NMPENAPaTOM, OAHAKO crnocobeH
BbI3blBaTb CEMEKTUBHBIN HEKPO3 KIETOK KOPbI HAANo4ey-
HUKOB 1 MHrMBMPYeT NpoayKumio ropmMoHoB. bnaropaps
3TOM 0COBEHHOCTM aHHbIN NpenapaT yCneLHo UCNosb-
3yetca ans neyveHunsa AKK.

MpMMeHeHWe NyyeBOn Tepanuu BO3MOKHO, HO HEXE-
naTesibHO B CBAI3M C BbICOKMM PUCKOM Pa3BUTMS| BTOPUY-
HbIX ONyXonen y feTei, 0COBEHHO Npy HaNMYuK reHeTu-
YECKOW MPeapacnonoKeHHOCTY.

ameTuuyeckaa MyTauua p53 bbina obHapyskeHa
B 50-80% AKK y neteit [4, 16]. B uccnenosaxun AKO
y neteit [17] c ucnonbaosaHnem TexHonornn SNP-mu-
KpounnoB Bbinn oBHapysKeHbl MOBPEKLEHUS B JIOKY-
cax oHkoreHoB (MYC, MDM2, PDGFRA, KIT, MCLI,
BCL2L1) » reHoB-CyrnpeccOpoB OMyX0SieBoro pocTta
(TP53, RB1, RPH3AL). HoBble BO3MOMXHOCTM anddpe-
peHumanbHon pguarHocTvkn AKO u AKK nossunuce
NPV UCMOSIb30BAHUWM FEHOMHOIO Y TPAHCKPUNTOMHOMO
aHanusa, aHanmsa MUKpoPHK n mMeTtunuposaHua OHK
[18, 19]. HanpuMep, bbina BhisBNEHa CBA3b runeppe-
rynaumm IGF2, runepakcnpeccun mir-483 (3p v 5p)
n runoperynsaummn mir-195 ¢ passutmnem AKK y B3poc-
nbix [20, 21].

MHorne aBTOpPbl OOBACHAIOT pPasnNMuUst KIAMHUYE-
CKMX ocobeHHOCTEN M BMONOrMyYeckoro noBEAeHUS
AKO y petel v B3POCHbIX UX PasHbIM MMCTOrEHEe30M.
CywiecTByeT runotesa o npoucxoxaeHun AKO y neteit
B BO3pacTe A0 4 neT n3 peTanbHOM KOpbl HAANOYEeYHN-
KoB [3, 6, 21]. Tpurrepom npoLecca MOXET BbICTyNaTb
pedekT anontosa. 3Ty TOYKY 3peHWsA MopaTBepskoaeT
CXOACTBO BUOXMMMYECKUX M FOPMOHANbHbIX XapakTe-
pucTuk Knetok AKO, dpeTanbHoit Kopsl [22, 23] 1 Mo-
NEKyNAPHbIe PasnnMuna Mexay OMyxofsaMu Kopbl Haf-
MOYEYHMKOB y ieTel 1 B3pocnbix. B otnnune ot AKO y
B3pocsbix, B AKO n AKK y peTtelt He Bbino obHapyxeHo
pasnuuuin B akcnpeccun MMP2 n noTepu akcnpeccum
HLAIl knacca [23]. Bo3MoxHO, 3T 0cobeHHOCTM 06b-
ACHSIOT OFPaHWYEHHbIN 3M10KaYeCTBEHHbIM NOTeHuMan
AKK B peTtckon Bo3pacTHoil rpynne. AgpeHoOKopTu-
KarnbHble OMyXONnu Yy MOAPOCTKOB CKOpEee BCEero npo-
NCXOAAT U3 KNETOK AeUHUTUBHON KOPbl aHaMOrMyHo
AKO y B3pocnbix [6].

N HakoHel, 3acnysvBaloT BHWMaHWA OCOBEHHO-
CTU MaKPOCKOMUYECKOW U MUKPOCKOMUYECKOW KapTUH,
KOTOpble HeobxoauMMo yuuTbiBaTb NpU Mopdofioruye-
ckoM uccrnepoBaHun AKO y peTeir n, No BO3MOKHOCTMH,
OTpaxaTb B OMMCaHWM MaTOrMCTOSIOMMYECKOro uccne-
[OBaHMA A5 OLEHKM 3MOKaYeCTBEHHOro MoTeHuuana
Onyxosu:

@ pa3smep v Macca (obssaTtenbHo!);

nokanusauus;

© UWHBa3vis Kancysbl, MPUNexXaLLmnx TKaHew, ony-

XOneBbIi POCT B Kpasix oTceyeHus (pekomeHay-

€TCS MapKUPOBKa TYLLbIO);

MHBa3Us KPYMHbIX KPOBEHOCHBIX M NUMdpaT-

UeCKMX COCYLOB;

MHBa3Wsi CUHYCOMMOB;

Hanuune B TKaHW OMyXONW HEKPO3a;

Hanuune runepniasum U MUKPOaAAEHOM;

FUCTONOMMYECKUIA NATTEPH;

cTeneHb AAEPHON aTUnuy;

MUTOTMYECKas aKTUBHOCTb;

Hanuune aTMNUYHbIX OMryp MUTO3OB;

MPUCYTCTBUE CBETIbIX KNETOK U Y4aCTKOB C

oM dy3HbIM TUMOM POCTa;

XapaKTepUCTUKa NIMMDATUUECKMX Y3I0B C YKa-

3aHWEM YMCTIa UCCIIEA0BAHHbIX Y MOPAMEHHBIX;

® KOPPEenAuusa C aHaMHE30M W AaHHBIMU KITMHUKO-
nabopaTopHbIX UCCIENoBaHW.

BbiBOAbI

AKO y peTen 1 B3pOCHbIX He ABNSIOTCA aHanoramu,
MMEIOT pasHble 3MNMOEMUONONNIO, FEHETUKY, KIIMHUYe-
CKMe MPOSBMEHWSA, MPOTrHO3 MPU CXOAHbIX FUCTOMOMN-
UYECKUX XapaKTepucTukax. [lpuMeHeHue <«B3pOCribix»
KpUTEPUEB 3110KAUYECTBEHHOCTM N OETCKMX OMyXonen
MPMBOOMT K HEOOHO3HaUHbIM pesynbTataM — B 6onb-
LUMHCTBE CIy4YaeB CyMMa KpWUTEpUeB COOTBETCTBYET
3/10KaYeCcTBEHHON onyxonu. B cucteme ans oueHku
3/10KAYECTBEHHOCTU OMyXOSen KOpbl HAAMOUYEYHUKOB Y
LeTeri ocoboe 3HaueHwe MpuOalT MaKPOCKOMUYECKUM
0Cc0obeHHOCTSIM — Macce, pa3Mepy OMyXosu U NTOKanbHOM
pacnpoCTPaHEHHOCTV MpoLecca, a Takke MUToTuhye-
CKOWM aKTUBHOCTM U HAIMUMIO aTUMMUYHbIX COUryp MUTO3a.
LinTonornyeckne ocobeHHOCTU M MMMYHOMPOUNb He
onpenensioT 3MoKayecTBeHHOro Bruonornyeckoro noee-
LEHUST OMyXOnNW.

UCTOYHUK ®UHAHCUPOBAHUSA
He yka3saH.

KOH®JTUKT UHTEPECOB
ABTOpbI CTaTbVt MOATBEPANIIM OTCYTCTBIE KOH(PIIMKTA MHTEPECOB,
0 KOTOPOM HEeobXoarMOo COOBLLNT.
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