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nevyebHoro ¢akynsreta Nepsoro MIMY nm. N.M. CeuyeHoBa.

CuHppom BekButa-BupgemaHa — 310 reHeTMyeckn oByCcloBNEHHOE HapyLUeHWe pocTa U Pa3BUTUS C BbICOKUM PUCKOM
KaHueporeHesa B AeTckom Bo3pacTe. lNpu cuHaopome BekButa-BupgemaHa 4acTo OTMEYAIOT MakpOrIOCCUIO, FPbIKM
nepenHeri GPIOLIHOM CTEHKM Y MakpocoMuio. MNepBbie BOCEMb JIET XMU3HM OCOGEHHO OMacHbl B OTHOLUEHUU PasBUTUS
Heorna3un. TeMm He MeHee JaHHOe KJIMHUYeckoe HabnoaeHne OEMOHCTPUPYET BO3MOXHOCTb NO34HEN MaHudecTaumm
a[peHOKOPTUKAbHOro paka y naumMeHTku ¢ cuHapomom Beksuta-Buaemana.

KnioyeBbie cnoBa: CUHAPOM BGKBMTa—BMﬂeMaHa, oryxoJin Hanaro4Ye4YHnKos, aﬂpeHOKOpTMKaﬂbeIVI

pak, ruriepaHaporeHus.

A Late Onset of Adrenocortical Cancer Assosiated
with Beckwith-Wiedemann Syndrome

Kuznetsov N.S.', Latkina N.V.', Kalinchenko N.Yu.’,

Selivanova L.S.', Raykhman A.O.?

' Federal Research Centre of Endocrinology, Moscow
2].M. Sechenov First Moscow State Medical University

Beckwith—Wiedemann syndrome (BWS) is a genetic overgrowth disorder involving a predisposition to tumor
development. The common features of Beckwith—-Wiedemann syndrome include omphalocele, macroglos-
sia and macrosomia. The increased risk for neoplasia is concentrated in the first eight years of life. However,
this case presents a late onset of adrenocortical cancer assosiated with Beckwith—Wiedemann syndrome.

Key words: Beckwith—-Wiedemann syndrome, hemihyperplasia, adrenal tumors, adrenal

cortical cancer, hyperandrogenia.

BeepeHue

Cunpgpom bekeButa-Buaoemana (CBB) — 310
reHeTunyeckoe 3abonesaHne, CONPOBOXAAtOLLE-
€ecsl HapylLLleHMeM pOoCTa N pas3BUTUS, a Takxe
npeapacnonaratouiee K BO3HMKHOBEHMIO OMyXO0-
newn. Knunnyeckmn CBB - reteporeHHoe 3abone-
BaHMe, HEPEOKO C OTCYTCTBMEM XapaKTEPHbIX
deHoTUNnYeckmx NprusHakoB. Bnepsble CBEB 6bin
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onncaH OByMSi HE3ABUCUMbIMW UCCNeaoBaTerns-
Mn: B 1963 . bekBuT onmcan Tpy NOCMEPTHbIX
cnyyas ¢ Makporfnoccuen, omganouene, LUMTo-
Meranmen Kopbl HagMnoO4YevyHuKOB, AWCnNasven
MO3roBOro BELLECTBA MOYEK U BUCLEPOMEranu-
en, a B 1964 r. BuoemaH coolOLimn elle o Tpex
cny4asix ¢ N1ogoOHLIMN CUMATOMaMM, a Takxke ae-
dekTamn gmadparmMmbl U TMNOMITIMKEMUEN.
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AnnaemMmmoaorms

CBB - at0 naHaTHu4yeckoe 3abonesaHue,
BCTPEYaeMOCTb KOTOPOro coctasnser 1 Ha
13 700 HaceneHuss 6e3 3HAYNMBbIX TE€HAEPHbIX
otnnumin. B 85% cnyyaes BCcTpeyaeTcs cnopa-
andeckuin BapnaHt CBB 1 Tonbko B 15% — ce-
MEWHbIN BAPUAHT.

feHeTUKQO n NnaTtoreHes

B ocHoBe CBEB nexunt gusperynsauus reHos,
KOTOpblE HacnenywTca NyTeM WMMMAPUHTUHTA.
PasnunyHble reHeTu4yeckne 1 anureHeTnyeckne
N3MEHEHUS B Perynaumm 3TUX reHoB MOryT
ObITb BbiiBNeHbl Npy CBEB. Cpeayn reHeTn4eckux
HapyLWweHUn onpenenaoTca  Aynnvkauuu,
TpaHCnoKauuu, NHBEPCUN, MUKPOZENELN, MU-
kpoaynnukaumm reHoB (IGF2 n CDKN1C) u kna-
CTEPOB MMMPUHTUPYEMbIX FTEHOB XPOMOCOMbI
11p15.5 (IGF2, H19, CDKN1C, KCNQ1,
KCNQ10T1). Ong anureHeTnyeckmx Hapylle-
HUA OTMEYEeHbl U3MEHEHUS MEeTUNMPOBaAHUS
OHK nmnpuHroebix ueHTpoB (IC1 n 1C2) u ogHo-
poamTenbckasa amcomusi. MonekynspHble no-
BpexaeHusa xpomocombl 11p15.5 BbigBnsatoT
B 80% cny4yaeB CBEB.

KAMHUKGQ

OtnnunteneHbiMn nNpusHakamn CBB aBns-
loTca makpornoccus (97-100%), nedekTbl ne-
penHer OplOWHON CTeHKn (omdanouene/ny-
noYyHas rpbibka/ouactas NPsMbIX MbILLLL XXMBOTA
(77-80%)) n makpocomus (68%). OnmncaH wu-
POKUIA KPYyr CUMNTOMOB, aCCOLMPOBAHHbLIX
c CBbB:

« remurnnepnnasns;

* NMMHENHas cknaaka Ha nepeaHen NnoBepx-
HOCTW MOYKM yxa/cnmpaneBuaHble SAMOYKM Ha
3a4Hel NOBEPXHOCTU YLLIHOW PaKOBUHbI, Xapak-
TepHbIe YepPTbl IMLA: rMNonnasnus cpeaHen Jyac-
TN nnua, nHppaopbuTanbHas cknaaka;

* BUCLLlEpOMEranus ¢ BOBNe4YeHnemM ogHoro
WM HECKOMbKMX OPraHoB (MeYyeHb, Mo4Yku, ce-
nieseHka, NnomXxenyngo4yHas xenesa, Hagrno4veuy-
HUKN);

* CTPYKTYPHbIE aHOMaNUN MOYEK;

* 3MOpPUOHabHbIE OMYXONU B AETCKOM BO3-
pacTte (onyxonb Bunbmca, renatobnacrtoma,
HenpobnacTomMma, agpeHOKOPTUKaSbHbIA pak
(AKP), pabpomuocapkoma);

* HEOHaTasbHaa rMNOrINKEMUS.

ANArHOCTUKA

B HacTosLee BpemMa eaMHOro KOHcCeHcyca
no auarHocTtuke CBB He npuHaTto. Tem He meHee
COYETaHME HECKONBKNX XapaKTEPHbIX MPU3HAKOB
MCNonb3yeTca Aji9 yCTaHOBEHUS OuarHosa
CBB. ®eHoTtun CBB ouyeHb BapnabeneH u Mo-
XeT OblTb K/MHMYECKM MpPeacTaBfieH TOJIbKO
OByms npudHakamu. MpubnusntensHo B 15%
cnyyaeB CBB vmeeT cemenHbIl xapakTep, no-
3TOMYy criegyeT o6paTuTb BHUMAHME Ha CEMEN-
HblA aHaMHEe3, BKJOYas Hamn4yme KIMHUYECKNX
npu3HakoB 3ab0neBaHns y poaMTenen B [EeTCT-
Be, NOCKOJIbKY MOociefHMe MOryT CO BpEMEHEM
HOPMaNM30BaTbCs. Takke BaXHO cobpaTtb WH-
dopmauuio o xapaktepe Te4eHnss 6epemMeHHOoC-
TN 1N POOOB (MPEXAEBPEMEHHbIE POAbI, NOAUTU-
OpPaMHNOH, Me3eHxXnManbHas gucnnasus nna-
LeHThl). lNMpeHaTanbHas auarHoCTMKa BKIIOYaeT
B cels:

* FEHEeTUYECKOE KOHCYbTUPOBAHME (Morne-
KYyNsipHO-reHeTndeckoe TectmpoaHme (Methyl-
ation-sensitive multiplex ligation probe analysis —
MS-MLPA), kapmnoTtunmposaHmne, cnkeaHc AHK);

* nccnegosaHme obpasua BOPCUHbBI XOPUO-
Ha, aMHMOLLEHTES MO NoKa3aHUsM;

* MPEeHaTabHbIN CKPUHUHT (UCCegoBaHmne
MaTepPUHCKOro asnbda-PeTonpoTerHa, OoLeHKa
POCTOBbIX NapaMeTpPoB NO AaHHbIM Y3W nnoaa
(npwu cpoke rectauumn 6onee 24 Hen)).

B MnpoBoi npakTuke NpeasioxXeH NpoTOKOsI
HabnogeHusa 3a naumeHtamu ¢ CBB. JaHHbIn
NMPOTOKON paccMaTpuBaeT HEOOXOANMOCTb Ha-
o6noaeHuns nauyeHToB ¢ CBB go 8-netHero Bos-
pacta C peryndpHbiM npoBeaeHuem Y3U
OpPIOLLHOW NONIOCTU, PeHTreHorpadum opraHoB
rpyaHon KNeTkn n nccnenoBaHvemM anbda-ode-
TonpoTenHa.

KAHU4Yeckumn npumep

MaumeHtka 17 net noctynuna B Grey 3HL,
C >xanobamMu Ha OTCYTCTBME MEHCTPYaumii, N36bIToY-
HbI POCT BOJIOC, YHaCTKM AeNUrMeHTauMmn KOXn, no-
BbllLEHME apTepuanbHoro gasneHus (ALl), 6onu
B 00/1aCTU CMNUHBI.

M3 aHamMHe3a M3BECTHO: C POXAEHUs OoTMeva-
NI0Cb YBENNYEeHNEe B 0ObeME U OJIMHE MPaBON BEPX-
HEN N HMXKHEN MOBEPXHOCTU, YBESIMYEHME MPaBOWN
MOJSIOBUHbI XXMBOTA, NPW POXOEHNN BbiIBAEHA NYMNOY-
Has rpbbka. Mpu nccnegoBaHmn kapmotmn — 46XX.
Habnioganacb ¢ AnarHo3om “BpoxaeHHas reMuru-
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Puc. 1. NMaunenTka.

Puc. 2. Horn nauyeHTkn.

neptpodus (4aCTUYHbIA NapuyanbHbI TMraHTU3Mm)
cnpaea”. B 14 net nosBunuchb xanobbl Ha aMeHO-
pelo, rMpcyTusMm, MacKyMHHOE TeN0CNoXeHne,
orpybeHne ronoca. Npu obcnepoBaHUn Mo MecTy
XUTENbCTBA OWArHOCTMPOBAHO: “TeMUrMraHTU3M.
BpoxpaeHHbin numoocTtas. CuHOPOM HenpaBwWiib-
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Horo nybepTtaTta. AHOManus No4YkM cnpasa — yaBoe-
Hme”. MNpn nccnegoBaHMM rOPMOHOB KPOBU OTKIO-
HEHWI He BbiBNeHO. No gaHHbiM Y3W manoro taza —
runonnasua matkm, Y3WM noyek n HaanoyeyHMKoB —
yaBoeHHas nodka cnpasa. C 15-neTtHero Bo3pacTta
MOSIBU/IUCb Yy4aCTKN AenurMeHTauum Koxu B obna-
CTM nNpaBoro npeansedbs, Len, npaBol roneHu,
NMosiCHMYHOM obnactu. B 2013 . nosaBunnch xanoobwl
Ha HeMNoCTOsIHHbIE 60N B 061aCTW CMUHBI, 3NMM304bl
NOBbILLEHHOrO AaBneHus. o pe3ynbratam CyTO4HOro
MoOHUTOpUHra ALl — cpeaHee cuctonuyeckoe ALl
MoBbILLEHHOE, AuacTtonuyeckoe ALl B npepenax
HopMbl. Mpn goobecnenosaHmm no peadynstatam Y3U
noyek BbIsIBNEHO 06beMHOe 0Opa3oBaHMe NpPaBoro
HaZAno4YeyvyHnKa, renatoMeranns, yBenmyeHme BHyTpm-
OpIOLLHbIX TMM@OY3N0B. Mo AaHHBIM FOPMOHaILHOIO
npodung oTMedeHo yBenuyeHue yposHa 17-OKC
(6bonee 60 HMonb/N), TectocTepoHa (14,7 HMonb/n),
LOrAS-C (6onee 27,1 mkmonb/n). Mpu CKT opraHoB
OPIOLWIHOW MOJIOCTM C KOHTPaCTUpPOBaAHUEM OT
28.10.2013: obpa3oBaHMe MpaBoOro v NIeBOro Hafa-
MoYeYHUKOB. JlInumdpaaeHonaTns OPIOLLIHOM NONOCTN,
3a0pPIOLLIMHHONO NPOCTPAaHCTBA, NaxoBOW 0ONacTu.
Mo paHHbiM CKT ronoBHoro mosra ot 28.10.2013:
npuM3HakoB 06bEMHOro 06pa3oBaHus, y4acTKOB na-
TONIOrMYECKOro HaKOMEHUS KOHTpacTa He BbisBfe-
Ho. MauneHTka HanpasneHa B ®IbY 3HL, ana o6-
CNnenoBaHUS N NeYeHus.

O06bekTMBHbIN cTaTyc: pocT 159 cm, macca Tena
65,7 kr, UMT 25,9 kr/m? (puc. 1).

KoXHble NOKPOBbLI: YHaCTKN AenuUrMmeHTauum He-
npaBubHOM ¢hopMbI B 061aCTH LLIeun, NPaBoro npen-
nneybsl, MNOSICHUYHOM 06nacTu, MPaBON TONEHMU.
Ha 60k0BOIN NOBEPXHOCTM TY/IOBULLA CrpaBa y4acTokK
rmnepnmrMeHTaumun. M'mpcyTnam, pocT OCTEBLIX BO-
noc no 6enow nMHUK XnBoTa, B 06N1aCTU rpyamHbl,
noabopoaoyHo 061acTu, BEpxHe rydbl, bakeHbap-
noB. Mo wkane ®eppumaHa-ronneses 18-20 6annos.

KK pasButa yMEpPEHHO, pacrpepeneHa He-
PaBHOMEPHO, C N30bITOYHLIM Pa3BUTHEM B 06nacTm
nepenHel OPIOLLHON CTEHKN.

KOCTHO-MbIlLIEYHas1 cucTema: rpyao-nosiCHUY-
HbI1 CKOJIMO3. KOCOCKPY4YEHHbIN Ta3. YKopoyeHue
NeBON HNUXKHEN KOHeYHOCTM Ha 6 cM. PasHuua no ok-
PY>XHOCTM Ha 8—12 CM Ha pa3HbIX YPOBHSIX (pucC. 2).

OpraHbl nuLeBapeHusi: XXMBOT MSATKUIA, Henpa-
BUTIbHOW POPMBbI, 6€3060/1€3HEHHbIV NPY Nanbnauun.
MeyeHb yBenmnyeHa no CKJ1 Ha 3 cm.

lMonoBbie opraHbl: rMNepTpodusa Npason Nosno-
BOW ryObl, MON0OBOE pa3BuTmne No TaHHep 3, nepBuYy-
Has ameHopes.
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Puc. 3. MCKT opraHoB 6pIOLLIHO NONOCTM, NONEpPEeYHbI
cpes.

Mosno4Hbie xene3bl: BblAENEHNN N3 COCKOB HET,
Xeneamctasa TKaHb OTCYTCTBYET.
JlabopaTtopHO-UHCTPYMEHTa/lbHoe 06csien0Ba-
Hve: Mnpu uccnegoBaHUM TFOPMOHOB KpOBU (OT
03.04.2014): anbpoctepoH — 1632 nmonb/n (oo 756),
TectocTepoH — 49,1 Hmonb/n (oo 2,7), ArdA-C -
27,19 mkmonb/n (oo 7,6), PAI — 4,4 ur/mn/yac,
KopTn3on (ytpo) — 671,9 Hmonb/n (oo 626), JIr —
MeHee 0,216 Ea/n, ®CI — meHee 0,66 En/n.
Koptnson cyto4Hoin moum (06.04.2014): 333
HMONb/CYT (mo 413).
Ho4HoW nogasnsaowmin Tect ¢ 1 Mr gekcameTa-
30Ha (08.04.2014): 103 Hmonb/n (MeHee 50).
MCKT opraHoB OpiOLIHOM MOJ0CTU U 3abpio-
LLIMHHOIro npocTpaHcTea (puc. 3, 4): obpa3zoBaHusA
HaAMNOYEe4YHNKOB MMEIOT CONUOHYIO CTPYKTYPY, NiaoT-
HocTblo 48 HU 1 yyacTkm MUKPOOOLISBECTBIEHUN,
pa3mepsbl: 7,8 x 8,3 x 8,5 cM (B npaBOM HaAMoO4Ye4YHU-
ke)n 1,55 x 1,7 x 1,7 cm (B N€BOM HaANOYEYHUNKE).
Ha ocHoBaHuM remurunepnaasnm, aHamHesa
3aboneBaHus (Nyno4yHas rpbixka B nepuoae HOBO-
POXOEHHOCTN), BbISIBNIEHHLIX 00bEMHbLIX 0O6pa3oBa-
HUIN HAANOYe4YHMKOB OblN 3aMNo403PeH CUHAPOM bek-
BUTa—-Buaemana. NpoBeaeHO MONeKynsapHO-reHeTum-
Yeckoe 1ccneaoBaHve: BbIABIEHO HapyLLUeHe MeTn-
nmposanus B reHe KvLQT (LIT1) 11p15 xpomocoMmbl.
YuntbiBas Hanuyne ropMoHasbHO akTUBHbIX 00-
pa3oBaHUI HAAMNOYEYHUKOB C BbICOKMM 3/10Ka4ecT-
BEHHbIM MOTEHUMANOM, a TakXe BbICOKYID BEpPOST-
HOCTb HanNM4nsi ONyxoJsib-aCCOLMNPOBAHHOIO CUHA-
poma bekBuTta-Bupgemana, BbINOMHEHO MIaHOBOE
onepaTtnBHOe nedveHne B gea atana: 05.05.2014 -
nanapockonuMyeckas NeBOCTOPOHHAS aapeHanaKTo-

Puc. 4. MCKT opraHoB GpIOLLHO NOJIOCTU, NPOAOJSIbHbIN
cpes.

Mus ¢ onyxonbio, 15.05.2014 — nanapockonunyeckas
NPaBOCTOPOHHSASA aAPEHANIKTOMUS C OMYXOJIbiO.

Mpwn nccnepoBaHnu MakponpenapaTa: obpaso-
BaHMe cnpasa guameTtpom 11 cm (puc. 5), B TOHKON
Kancyne, Ha paspese npeacTtaBeHO MHOXECTBEH-
HbIMW CINBAOWMMUCA MENKMMU y3NaMu Henpa-
BUIbHOM GOPMbl MECTPOro B1Aa 3a CHET Yepenosa-
HUS KOPUYHEBbLIX, GArpoBbIX U TEMHO-KOPUYHEBbIX
Y4aCTKOB.

JleBbIli HAANOYEUYHVIK (PUC. 6) B OKPY>XKAIOLLLEN XN~
POBOW KneTyTaTke 06LMMU pasdMepaMm 7 x 3 x 2 CM,
C pacCeYeHHbIM OKPYribiIM 06pa30BaHNEM, XENTO-
OpaHxeBoro ugeTta, 8o 1,5 cm B onametpe.

'mcTonormnyeckoe 3aksoyeHre: NpaBbii HAOMO-
YeYyHUK (pUc. 7) — ONyX0Jsb KOPbl HAAMo4Ye4YHmKa Co-
NIMOHOrO Tuna CTPOEHUS, MOCTPOEHHAs U3 KJEeTokK
C 903MHOMUIIBHOM UMTONNAa3MON, C MHBA3MeEN B Kan-
Cyny, cocyapbl Kancysbl, MUTOTUYECKAsA aKTUBHOCTb —
6onee 15 mnto3oB Ha 20 nonen 3peHus. Mo Weiss
(cucteme ons OUEHKN aapPEeHOKOPTMKaNbHbBIX OMyXO-
nen HaanovyevyHnka B COOTBETCTBUM C MEXAYHAPOL -
HOW MMCTOJIOMMYECKON Knaccudukaumen oryxonemn
HagnoyeyHuka (BO3 2004)) onsa oetckoro Bo3pac-
Ta: paamep onyxonn 11 cm — 1 6ann, HBa3nsa B Kan-
cyny — 1 6ann, nuBasnsa B cocyabl — 1 6ann, MUTOTU-
yeckasi akTMBHOCTb — 1 6ann.

3ak/oyeHne: aapeHoKopTUKaibHaga KapLMHoMa
npaBoro Hagno4veyHuka (Tak kak 4 6anna no Weiss
CBMAOETENbCTBYIOT O 3/10Ka4eCTBEHHOW npupone
onyxonu).

JleBbliii HaANO4YEYHUK (pUc. 8) — OMyxosb KOpbl
HaAno4Ye4yHnKa aHanorMyHOro CTPoeHus (NOCTPoeHa
NPEenMyLLECTBEHHO N3 CBET/IbIX KNIETOK, KNTETKM C 90-
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Puc. 6. JleBblii HaAMOYEYHVK C OMYXOJbIO.

Puc. 7. nctonormyeckoe CTPOEHME OMyxonauM MNpaBoro Puc. 8. lvucTtonormvyeckoe CTpOEHWE OMyxonu JeBOro
Haano4ye4yHumka. OKpaCKa reMaTokKCUIMHOM " 303UNHOM. Haano4ye4yHumka. OKpaCKa reMmaTtokCUIMHOM U 303UNHOM.
x200. x200
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Puc. 9. ViMMmyHornctoxmmMmmyeckas peakums ¢ aHTUTENIOM Puc. 10. VIMMyHOrMcTOXMMMYECKas peakumsi C aHTUTENIOM
npotuB Ki67 (NO3UTMBHOE OKpallMBaHUE SAep yka3aHo npoTtuB Ki67 (NO3UTMBHOE OKpalUMBaHVE SAep yka3aHo
CcTenkamu) NPaBoro HaAMO4YEeYHUKA. CTPENKOI) NEBOr0 HaAMOYEYHNKA.
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3MHODUABHOW UMTOMNA3MOMN COCTaBASAIOT OKONO
25% obbema onyxosn), Takke oTMevyaeTcsl runep-
nnaa3us MO3roBoro cnosa. MmutoTuyeckas akTMBHOCTb
MUHUManbHas (1 Mmuto3 Ha 20 nonen 3pexHust), MHBa-
31 B Karcyny, B COCyabl OTCYTCTBYET.

MIMMYHOIrMCTOXMMMYECKOE UCCNeaoBaHue: ony-
XOJNb NPaBOro Haanoye4vyHuka — Ki67 1% (puc. 9), ony-
X0J1b NeBOro Haano4veyHuka — Ki67 0,5% (puc. 10).

B nocneonepaunmoHHOM nepuoae COoCTosiHUE
nauueHTKn yooBneTeBoputenbHoe. HazHayeHa 3ame-
cTutTenbHasa Tepanusa koptedom B go3e 30 Mr/cyr,
kopTnHedd 0,05 mr/cyT. Ha atom doHe aABneHui
HaZINOY€4YHNKOBOM HEAO0CTAaTOYHOCTM HE OTMEYEHO.
Mpwn panbHenwemM HabNoOEHUM OTMeYeHa Hopma-
nsauns ropmMoHanbHOro nNpodunsa: TECTOCTEPOH
<0,170 umonb/n, Ar3A-C - 0,56 mkmonb/A.

3AaKAIO4YEHUe

CuHgopom bekButa-BupoemaHna — kpanHe
penko BcTpeyawuieecs 3aboneBaHne, BbhknBa-
€MOCTb MPU KOTOPOM B CTapLUMX BO3PACTHbIX
rpynnax onpegensieTcs CBOEBPEMEHHON aAna-
FHOCTUKOW onyxonen. B npnBeoeHHOM K/VNHU-
4yeckoM crydae obpalatoT Ha cebst BHMMaHme
HexapakTepHO NO34HAA MaHudecTaums Onyxo-
nn n ee xapaktep. Passutne AKP npu CBB onu-
CaHO B eAMHUYHbIX CTaTbsX Yy AETEN PaHHEro
BO3pacTa. Takxe BaXHO OTMEeTUTb bunateparb-
HbIi XapakTep ornyxoJfier HannoyYe4yHukos. He-
CMOTPS Ha NOATBEPXAEHHbIA MMCTONOrNMYECcKn
pak KOpbl HAAMOYEYHNKOB CNpPaBa, CleBa C yye-
TOM BCEX KpUTepueB OaHHble CBUOENbTCTBYIOT
3a Jo6pokayeCcTBEHHbIN MNpouecc (ageHoma
npaBoro HagnoyeyHuka). KpanHe nHTepecHom
SIBNSIETCS rmnoTesa 0 TOM, YTO B AAHHOM CJily4ae
aZleHOMa NeBOro HagnovyeyHrka MOXeT ObiTb
NPOMEXYTO4YHON cTaauen B asosioumm AKP.
C yueToM reHeTnyeckom ocHoBbl CBB MOXHO no-
naratb, 4TO Npu ganbHenLem HabnoaeHn age-
HOMa NPUOBPETET YEPThbl 3/10KAYECTBEHHOCTM.

BaxxHom npobnemoi Takxke SBNSETCHA 3Ha-
YyeHne pe3ysbTaToB MMMYHOIMCTOXMMNYECKOTO
nccnenoBaHma. M3BeCTHO, YTO eANHCTBEHHbIM
NnoATBEPXAEHHbLIM MPOrHOCTUYECKUM KpUTEpPU-
em npu AKP aBnseTtcs nokasartenb Ki67. B cny-
yae Ki67 6onee 10% BepOATHOCTb peuuamba
npn RO-pe3ekumn 0YeHb BbICOKA U ANKTYET
HeobX0aMMOCTb MNPOBEAEHUS aAbIOBAHTHOIO
ne4venums. OgHako B Monyy4eHHbIx obpasuax obe

ONyXosN UMEIOT KPaMHE HU3KOEe 3HA4YeHue —
cnpaea Ki67 1%, cnesa — 0,5%. lNonyyeHHble
DaHHble HeybeauTeNbHbl B OTHOLLUEHWUM OTAa-
JIEHHOrO nporHosa 3abofieBaHUA U TpPebytoT
yTO4YHEHUS. B maHHOM cnydyae pekOMeHO0BaHO
onHamuyeckoe HabmopeHne (Y3W opraHos
OpLUHOM NONOCTU Kaxable 3 Mec, HaboaeHne
OHKOJNlora). BecbMa Mosie3HbIM MOXET ObITb
npoeeageHne AOWHAMUYECKOro CTEepPOUAHOro
npodunnga Moumn (U3y4eHmne gepmBaToB CTEPOU-
[OB, OnpenensiemMblx TONbLKO B CNy4yae nepcuc-
TeHuMn mnu peumamea AKP), ogHako gaHHoe
nccnenosaHue B P® kpaiiHe orpaHu4eHo.
YHMKaNbHOCTb AAHHOIO KJIMHNYECKOrO CIly-
yas onpenensieTcs Takke HexapakTepHOo no3a-
HEn MaHudecTauyen onyxoneBoro pocrta, 4To
Ba)XHO y4eCTb B MPOTOKONE HabMoAEHWS naLm-
eHToB ¢ CBEB. JeicTBuUTENnbLHO, Hanbonee BbiCo-
KNI PUCK PasBUTUS HEOMJIA3UN acCoOUMNPOBaH
C BO3pacToM A0 4 neT, yMepeHHbl — a0 8 net
N CTAHOBUTCS HU3KUM K 14 rogam. JlaHHOe Ha-
oniogeHne CTaBUT MOA COMHEHWE MPUHATLIN
pernameHT BeaeHus naumeHTos ¢ CBB.
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