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MenanomuuecKkan Hellpo3kmoaepmanbHaga onyxonb MnajeHues:
onucaHue onbima HMUL AroM um. AmMmumpus Porayesa
u 0630p numepamypol

A.M. Cyneitmanosa', C.C. O3epor?, B.IO. Pomun?, H.C. Ipaués?, H.A. Boabmakos?, A.E. JIpyii?, I'.B. Tepemenko?,
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Menanomuueckas netipoaxmoodepmanvHas onyxoab maadenuee (MHI0) omuocumces Kk peOkum onyxoasm ¢ HeonpeoeaeHHbIM duosoute-
ckum nogedenuem. Haubonsee uacmo MHIO aokanrusyromes 6 obracmu 20108bl u wieu. Cmanoapmom mepanuu 5645emcs paouKdibHoe
Xupypeuueckoe yoaneHue onyxoau, 4mo 3a4acmyro COnPANCEHo ¢ 8blCOKUMU PUCKAMU MSICENbIX NOCACONEPAUUOHHBIX OCAONCHEHUL 3a cuem
AoKaauzayuu onyxoau. B cayuae memacmamuueckoii, mecmuo-pacnpocmpanenHoil popmul 3a604e6aHUS UAU 8 cAYHAe PA3GUMUSL peyuiu-
608 UCHOAL3YIOMCS AAbMEPHAMUBHbIE MemOoObl AeHeHUs, KAHaloujie Xumuomepanur, ayuegyro mepanuto. Ileavto dannoil nybauxauuu
A6AAEMCS U3YUeHUe KAUHUYeCKUX U MOPDON02UYECKUX XAPAKMEPUCMUK ONYX0AU, OUEHKA (PPeKmueHocmu pasiuuHbiX 6apuaHmos ne4e-
HUs, @ makoice onucanue 2 kaunuyeckux cayuaee MHDO0 y demeii panneeo 6o3pacma.

Karouesnle caosa: meranomuueckas HeliposKmooepmManbHas Onyxons Maaoenyes, peokue onyxoau, demu, MeAGHOMU4eCKas NPoCOHOMA,
dobpokayecmeeHHble ONYXonu
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Melanotic neuroectodermal tumor of infancy: a description of the experience of Dmitry Rogachev National Medical
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Melanotic neuroectodermal tumor of infancy (MNTI) is a rare type of tumor with uncertain clinical behavior. The tumor commonly occurred
in the head and neck region. Radical surgical resection is the standard of treatment, which is often associated with high risks of severe
postoperative complications due to tumor localization. Alternative methods of treatment including chemotherapy/radiotherapy are used in
metastatic, locally advanced and relapsed cases of MNTI. The aim of this study was to analyze clinical and morphological characteristics of
the tumor, evaluate the effectiveness of various treatment options, and to describe two clinical cases of MNTI.
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BBenenue

MenaHoTuyeckasi HeMpO3KTOJAepMabHasl —OITyXOJIb
mianeHieB (MHOO) — peakuil BUI OMyXoyu, MPOUC-
XOISIIEH M3 KJIETOK HEPBHOIO TpeOHS M XapaKTepu-
3YIOLIUICSI OBICTPHIM MHQMUIBTPATUBHBIM pocToM [1].
MHO®O0 Haubonee yacTo BO3HUKAET Yy AeTeil MepBOro rojaa
>KU3HU, HO TAKXKE MOXET BCTPEUaThCs U Y IeTell CTapIliero
Bo3pacrTa [2].

B 6onbimmHeTBe ciiydaeB MHBDO nokanusyeTcst B obia-
CTH TOJIOBBI U IlIEH, OJTHAKO OMMCAHBI CJIydau JIOKaan3a-
LIMY TIpolecca B LieHTpaJibHOI HepBHO cucteMe (LIHC),
MSTKUX TKaHSIX, SIMYKe, MPUAATKe sIM4Ka, CPEIOCTEHMH,
OeapeHHON KOCcTU U T. A. [3—5]. UcTropuyecku st onu-
canuss MHOO ncnosib30Baavch pa3iuyHble CUHOHUMBI,
TaKue Kak MMTMEHTHasi aMe1001acToMa, OIyX0JIb CeTYar-
KU, MeJJaHOTUYEeCKasl SMUTeInaibHast omoHToMa. CTOUT
OTMETHUTh, YTO TEPMMH <«MeJIaHOTUYEeCKasl MPOrOHOMa»
JI0 HACTOSIIIETO BPEMEHM IIIMPOKO MCIIOJB3YeTCs ISt
OIMCaHUsI JAaHHOTO BUIA oImyxoyun. HecMoTpst Ha mpoTu-
Bopeuusi B HoMeHKiatype, MHDO nmeer xapakTepHylo
KJIMHUYECKYIO U MOP(OJIOTMYECKYIO KAPTHHY, YTO B CBOIO
odepenpb 00JieryaeT IMarHoCTUKY 3aboneBaHust. CorjlacHO
MexayHapoaHoi kiaaccubuKauuu 060e3Held B OHKOJIO-
ruu (International Classification of Diseases for Oncology,
ICD-O) MHB3O0 otHocuTcsd K a00pOKayeCTBEHHBLIM
OITyXOJISIM, OIHAKO B psilie CiIydaeB 3a00JIeBaHUE MOXET
MPOTEeKaTh KIMHUYECKU, KaK 3JI0KAUeCTBEHHbIN MPOILIECC
¢ OBICTPBIM MHOWIBTPATUBHBIM POCTOM, HapyllIeHUEM
(yHKIIMM OpraHoB, pa3pylIEeHUEM KOCTHBIX CTPYKTYD.
IMpumepHo B 3 % ciiydaeB MOTYT BCTpevaThCsl OTHAJICH-
HBbIE MeTacTassbl [6, 7].

OCHOBHOI1 MeTOJ JIeYeHHUsI JIOKaIM30BaHHBIX (OpM
3a00/IeBaHUSI — XMPYPrMYECKOe YyHaJeHUe OITyXOJIH.
B ciyuae MetacTaTMueckoii, MeCTHO-pacIpoOCTpaHEHHOMI
(opMBI U B cilyyae pa3BUTHS PELIMIMBOB MCIIOJIb3YIOTCS
aJbTepHATUBHBIE METOABI JICYCHUsI, TaKue KakK ITOJIM-
xumuorepanust (ITXT) u/unu naydeBas tepanus (JIT),
KOTOpbIE MOKa3aJid CBOIO 3(P(HEeKTUBHOCTh B HECKOJBKUX
OIMmyOJMKOBaHHBIX padoTax [8—10].

Ienbio HacTosmield NMyOJMKAIMU SIBJISIETCS M3YYEHUE
KIMHUYECKUX U MOP(MOJOTUIECKUX XapaKTEPUCTUK OITy-
XOJIM y TAalMEHTOB ¢ BepUOUIIMPOBAHHBIM JMATHO30M
MHBO0 B ycnousix ®I'BY «HanmoHanbHBIN MeIWIIAH-
CKUIi MCCIIEIOBATEIbCKMI LIEHTP JETCKOM IeMaTOJIOIH,
OHKOJIOTMM M UMMYHoJoruu um. Imutpusi PoraueBa»
(HMUL AT'ON um. Omutpusi Porauesa). [IpoBeneHa
onieHKa 3(G@dEKTUBHOCTH pa3IMYHbIX BapUaHTOB JieUe-
HUSI, a TaKXKe MPUBEIEHO OMUCaHUe 2 KIMHUYECKUX CITy-
yaeB MHDO y nereit paHHero Bo3pacra.

MarepuaJibl 1 METOIbI

IIpoBeneH peTPOCHEKTUBHBINM aHAIU3 IalMeHTOB
¢ Bepu(UUUPOBAHHLIM Ha 0a3e jgabopaTopuy MaTo-
mopdogorun HMUI ATON um. Omutpusi Porauesa

nuarHozoMm MHBO 3a mepuoa ¢ 01.2012 mo 05.2019 .
(89 mec).

B aHanm3 BKIIOYEHBI 6 MalMeHTOB: 4 OOJbHBIX IOy~
YaJii BCE JIeYCHUE WIM OAUH U3 3TANOB MYJIBTUMO/IAIIb-
Hoii Tepanuu B ycaoBusix HMULL ATOU um. JImutpus
PoraueBa 1 2 KOHCYJIbTaTUBHBIX CJTydasi.

JyarHo3 ycTaHOBJIEH Ha OCHOBAaHUU I'MCTOJIOTMYECKO-
ro u uMmmyHorucroxumudeckoro (UI'X) uccnenoBaHumii
COIJIaCHO KPUTEPUSIM KiacCH(UKAIIMU OIyXOJIeil ToJio-
BBl M e BceMupHOil opraHM3aluy 31paBOOXpPaHEHMS
(BO3) 2017 r. Tucronornyecku rnmpu oKpacke reMaTOKCH-
JuHOM U 303uHOM (I'MD) oueHuBanu GuOpPO3HYIO CTPO-
My, SIMTEIUOMIHBIN ¥ HEMPOOJIaCTUIECKUI KOMITOHEH -
Thl onyxonu. g MUIT'X-uccnenoBaHusl UCIOIb30BATUCH
caenyrome Mapkepol: panCK AE1/AE3 (ITanuutoke-
patuH), CK 19, cunantodusun (Synaptophysin), xpo-
morpaHuH A (Chromogranin A), CD99, Melan A, PS100
n HMB-45 (Human Melanoma Black), a Takxke Ki-67
B KauyecTBe MapKepa MHIeKca mpordepalum.

Bcem manmeHTaM TIpOBOAMIACH OLIEHKA PE3yJIBTaTOB
MHCTPYMEHTAJIbHBIX METOI0B 00C/ISI0BAHMS, BKJTIOYAST KOM-
nbtotepHyto (KT) u marautHo-pe3oHaHcHyo (MPT) Tomo-
rpaguu. st olieHKU ctartyca reHa BRAF nipoBeneHo Moie-
KYJISIPHO-TEHETUYECKOe MCCIIeIOBAHKE METOIOM KaIlleJIbHOM
11 GpoBoit moaumepasHoi uenHoit peakuuu (KullTLIP).

OueHuBaicsa oobeM mpoBeaeHHOU Tepanuu: [1XT,
JIOKJIbHBIIA KOHTPOJIb (XUPYPrU4ecKoe JeUeHHe M/WIN
JIT). Jlng oueHKu oObeMa oIlepalydu MCIO0Jb30Balach
crenyomas knaccudukauus: RO — MUKpOCKONMUYECKHN
paaukanbHas onepauus; R1 — MuUKpockonuyecku Hepa-
nuKanbHast; R2 — MakKpoCKONMYECKM HepaauKaibHast
onepanus. [IpoaHaau3upoBaHbl OTAAJIEHHBIC PE3YIbTaThl
JledyeHus1 nameHToB ¢ MHBO.

Pe3syabraTsi

B uccnenoBanne BKIIOYEHBI 6 TAIMEHTOB 3a IEPUOL
¢ 01.2012 o 02.2019 . MenuaHa Bo3pacTa Ha MOMEHT pa3-
BUTHUS MEPBbIX CUMIITOMOB COCTaBUJIA 5,5 MecC (IMana3oH —
2,529 Mmec), Torma Kak MeAuaHa BO3pacTa Ha MOMEHT
IMOCTAaHOBKM JAMarHosa ObUla paBHa 6 Mec (IMama3oH —
3,531 mec). PacnipenenieHure mo moJjiy BBITJISIAENO Cleay0-
1M 00pa3oM — MaJIbYMKU:IeBOYKHU — 1:1 (Tabnuua).

KnuHuyeckass kapThHa Obula  HecrnelU(pUIHOMN
M 3aBHCeJIa OT JioKajau3aiuu omyxonu. Hanbosee yacto
oOpa3oBaHue OOHApPYKMBAJIOCh POAMTEISIMM CJIydaii-
HO NpU OocMOTpe pebeHKa. Bo Bcex ciydasx ormeva-
JIOCh OBICTpOE YBEJIMYEHHME pa3MepOB OIMYXOJu, IpU
3TOM O00lIee COCTOSIHME TMallMeHTOB He crpanajio. Ilpu
Mmajblalyu o0pa3oBaHUE MMENO ILIOTHYIO CTPYKTYDY,
B TIOJIOBUHE CJIydyaeB OTMEYaJOCh M3MEHEHHME OKpPaCKu
KOXHBIX TIOKPOBOB Hajl oOpa3oBaHueM. Hanboiee yacto
00pa3oBaHue JIOKAJIM30BaJIOCh B 00JIaCTH BEPXHEN YeIto-
ctu — 3/6 (50 %), B 2/6 (33 %) — B BUCOYHOI 00JacTH
uB 1/6 (17 %) — B MATKKMX TKaHSIX JIEBOTO Oepa.
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Krunuueckue u HIX-xapaxmepucmuku nayuenmos ¢ MH50

Clinical and immunohistochemical characteristics of patients with MNTI

Msirkue TKaHU
JieBoro oeapa
Soft tissue of the
left thigh
Bucounas
00J1aCTh
Temple area

X
F 5,5 +—+ +-

+++

BepxHss
YeJI0CTh
Maxilla

BepxHss
YeJI0CTh
Maxilla

BepxHss
6 YeJI0CTh
Maxilla

T X

Bucounas
4 00J1acTh
Temple area

K
& I

He npoBoauiock

OTpI/II_[aTeJ.'[bHBII/I RO _ 62,2
Negative
OTtpuniaTe bHbII e
. R2 Chemotherapy/ 9,2
egative i
radiotherapy
OTpI/II_[aTeJ.II)HHﬁ R2 _ 13,4
Negative
OTpI/II_[aTeJ.II)HHﬁ R1 _ 9,6
Negative
Hewnssect-
OTpunaTeabHbII Rl _ HO
Negative e
Jfollow-up
OTpIzII_[ﬁTCJ:[bHLIPI R2 — 84,7
Negative

Bcem mnanmentam mnposeaeHo KT/MPT-ckanupo-
BaHue C KOHTpacTHbIM ycwieHueM. I[Iposenmenue KT
ObLIO MMOJIE3HBIM JIJISI OIIPEIe/ICHIST BOBJICUEHUST KOCTHBIX
CTPYKTYp, CTEIEHU PEMOIECIMPOBAHUS KOCTHOM TKaHMU,
torna kak MPT-ckaHupoBaHue Mo3BOJISIIO OLIEHUTh BHE-
KOCTHBIM KOMIIOHEHT omyxoju. Hu y omHoro maiueHra
JAaHHBIX 3a HaJM4ue OTHAJICEHHBIX METACTAa30B IOJYyYEHO
He ObLIO.

BceM 00JIbHBIM ITPOBEACHO XUPYPru4ecKoe JieueHue:
1/6 — RO-pesexuust, 2/6 — R1-pesekius, 3/6 — R2-pe-
3eKLIMSI.

JIT BuimonHeHa 1 mauueHTY, IpU 3TOM CyMMapHas
ouaroBas go3a (COJl) cocraBuia 50,4 Ip, pasoBas oua-
roas no3a (POH) — 1,8 Ip. OGmyuyeHue NMpoBOAUIOCH
B peXuMe KJaccuuyeckoro (pakiydoHupoBaHus: 1 pa3s
B JIeHb, 5 THEH B Heleo.

Iucronornueckast kaptuHa npu okpammBanuu ['MD
nMesia xapakTepHble OCOOEHHOCTH: Hajauuue Guopo-
KOJUIar€HOBOM CTPOMBI, OKPYXKalOIIEeH 3MUTEIUOUIHBIA
1 HelpoOjacTUYeCcKUii KOMIOHEHTHI ormyxonu. Bo Bcex
cydasiX OTMEUajoCh HajM4KMe IUICMEHTA B LUTOILIa3Me
SMUTETNOUIHBIX KJeToK. WIX-uccienoBanue ObLIO
IPOBEACHO B 5/6 ciiydasix. DIUTEIMOUIHbIE KIETKH 9KC-
MPECCUPOBAIN SIUTEIUATbHbIC U MEJIAaHOLIUTAPHbIC Map-
kepsl: 5/5 — pan CK (AE1/AE3), 4/5 — HMB-45u 1/5 —
PS100. HeiipobnactTuyeckue KIETKH 3KCIIPECCUPOBAIN
cuHanTtodu3uH B 3/5 u XpoMmorpaHuH A B 3/5 HaOm0-
nmeHusx. Dkcnpeccust Ki-67 cocraBuia B cpenHem 20 %
(mnana3oH ot 0 1o 70 %) (cM. TabuuiLy).

I[lpy npoBeaeHUM  MOJIEKY/ISIPHO-TE€HETUYECKOTO
nccaegoBanus MmerogoM UKITLIP Hu y omHOro mauueHTa
He ObUTI0 0OHapykeHo myTaunu V60OE B rene BRAF.

Menunana HaOIOAeHUS OT MOMEHTA ITOCTAHOBKM JIMa-
rHo3a coctaBwia 13,4 mec (amamaszoH — 9,2—84,7 mec).
ITaTh MaLKEHTOB XKUBBI, B 4 ClIydasx MOC/€ BLIITOJTHEHUS
R1/R2-pe3exiiny He OTMEUEHO MPOrpeccupoBaHusI 3a00-
neBaHus. OOVH NMayeHT MOTePsH U3-T10] HaOII0IeHUSI.

Kaununeckuit cayuaii No 1

Peobenok 1., 2011 a. p., nocmynua 6 omoeneHue Xupypeuu
demeil u noopocmkoe HMUIL] ITOU um. Imumpus Poea-
Yesa 6 gospacme 4 mecsayes 6 83U ¢ HaauHueM 00seMH020
00pazosanus npasoil UCOYHOI obaacmu.

U3 anamnesa uzeecmuno, umo pebenok 6onewn ¢ 3-mecsu-
HO020 803pacma, K0eoa pooument 3amemuau Oblcmpo yeeau-
yusaroujeecss 8 pasmepax o0paz0eanue 6 nPagoll GUCOHHOLL
obaacmu. Ilo dauHbiM npoeedeHH020 00c1e008aHUS NO MeCTY
Jcumenscmea (peHmeenozpagus epena) 8bis181eH0 He00HO-
POOHOe 3amemMHeHUe 8 A0OHO-8UCOUHOL 00AaCMU CRPABA.

Ilpu nocmynaenuu 6 omoenenue Xxupypeuu Odemell
u nodpocmxkoe HMUI] JTOHU um. Imumpus Poeauesa
msidcecms COCMOSHUA nayueHma Oviaa 00yca08iena HaAu-
yuem 008eMH020 00pA308aHUs NPABOL BUCOUHOU obaacmu,
camouyscmeue 8vipajicenHo He cmpadano. [lpu nasvnayuu
obpazosanue 0e3001e3HeHHOe, KOCMHOU NAOMHOCMU, PA3-
Mepamu 5 % 6 cm, Kodca HAO 00paA308aHUEM ¢ CUHIOUIHBIM
ommenkom. QObpazosarue Oe@opmuposano HadOPOBHYIO
001acmb U 1aMepanrvHyo CMeHKy npasoi opoumel, ommeua-
AaCh UHGUABMPAYUS MKAHEl 8ePXHe20 6eKa NPasoeo 21a3d
(puc. 1). B negponoeuueckom cmamyce degpuyuma He omme-
YEHO, CYXOINCUABHBIE PepAeKCbl JCUBble, CUMMEMPUHHbLE.
Jeuxncenus enaz 6 noaHom obseme. JlabopamopHo npU3HaKoe
ONYX04e60ll aKMUBHOCMU He OMMEHeHO, 6ce NOKA3amen
6 npedenax peghepeHcHbIX 3HaAYeHU].
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Puc. 1. Knunuueckas kapmuna. Obsemnoe 06pasoeanue npasoil 8UCOHHOU
obaacmu, deghopmupyroujee HadbPOBHYH 00AACHb U AAMEPANLHYI) CIEHKY
npaeoii opoUmMbL, UHGUABMPALUS MKAHell 8epXHE20 6eKa NPABoeo 21a3a

Fig. 1. Clinical presentation. Right temporal region lesion which is deforming
the superciliary region and the lateral wall of the right orbit with infiltration of
the upper eyelid of the right eye

Ilo pesyrvmamam KT eonoenoeo mozea u kocmeil uepe-
na ¢ KOHMpPACMHbIM YCUAeHUeM O0Npedensinoch MacCcuHoe
obseMHOe 00pa3zoearnue 6 npasoii N0OHO-MeMeHHO-8UCOUHOL
obaracmu, HenpasuavHou @opmul, pasmepamu 6,0 x 5,7 x
6,3 cm (06vem — 112 em’). Obpaszosanue 6bi10 npedcmasie-
HO NpeumyuecmeeHHo UHMpaKpaHuaibHolM KOMHOHEHIMOM
HeoOHOPOOHOU CMPYKmypbl (34 CcHem MHONCECBEHHbIX
2UNepOeHCUBHbIX GKAIOHEHUIL), NPU IMOM 8HYMPEHHSS KOp-
MUKAAbHASL NAACMUHKA Pe3KO YMOAuEeHd, CKAepo3Upo8ana
(eunepocmo3s). Ommeuanace pe3xkas degopmayus KoOHmypa
M03208020 yepena. MPT nozeoauna noomeepoums Haiu4ue
MAcCCUBHO20 KOMNOHEHMA ONYX0AU 8 NPABOll BUCOUHOL 001~
cmu, He0OOHOPOOHOU CIMPYKMYPbl NPEUMYUeCMEeHHO HU3KO-
20 CUCHANA HA HAMUBHBIX U300padceHusx (puc. 2).

B yenax eucmonocuueckoii eepuchukayuu u onpedenenus
makmukuy OanbHeiluleil mepanuu 6biNOAHeHd OMKpbImas
ouoncus odpazosanus npagoil sucounoil ooracmu. Mopgo-
AozudecKue XapaKkmepucmuky U UMMYHOQEHOmMUn onyxoiu
8 boavweil cmenenu coomeemcmeosaru MHIO0. [punumas
60 GHUMaHue 00OPOKAa4ecmeeHHblil Xapakmep 00pazoea-
HUSl, HUBKYI0 XUMUOUYBCIMBUMEAbHOCIb, NPUHAMO pelleHuUe
0 NPoGedeHUlU XUpYpeU4eckKo2o yoaieHus onyxou.

Ha nepsom smane evinonnena aneuoepaghus ¢ 31oosa-
CKYAAPHOU OKKANO3Uel apmepuil onyxoau, ¢ nocaAeoyouum
yoanenuem obpazoeanus. UnmpaonepayuonHo no nepuge-
puu onyxoab npeocmagasna coooil moacmyio, NOPUCHYIO
KOCmb € NAOMHOINACMUYHbIM KOMNOHEHMOM 8 UeHmpe.
Ilocae yoanenmus obpaszoeanus ommeuanocb @Hopmuposa-
Hue noaocmu 6oavwux pazmepos. Ilo danneim euzyasusa-
yuu 6 nocneonepayuornom nepuode (KT e2on06n020 moszea
U Kocmell uepena ¢ KOHMPACMHbIM YCUACHUEM) OMMeUaniocsh
Haau4ue 0CMamouyHo20 KOMHOHEHma Onyxoau 6 obaacmu
Kpblaa KauHoeuoHoti kocmu pasmepamu 4,2 x 0,9 x 2,7 cm
(obsem — 5,3 cm?) ¢ opmuposanuem KucmosHoil nosocmu.
Yepes 3 mec om npoeedenus onepayuu OaGHHbIX 3a yeeaute-
HUe 0CMamo4H020 KOMROHEHMA ONYXoau NOAYHEHO He 0blio,
pebeHok ocmasaeH nood OUHAMUYECKUM HAOA00eHUeM.

Yepes 8§ mec nabarwdenus y nayuenma epupuuyuposam
ocmpolil  aumgoodasacmublil  aeiko3, BII-ummynosapuanm.
boviia nposedena mepanus coenacno npomokoay ALL-
MB-2008 ons npomedscymouHoil epynnvl pucka, 8 HaCMosuuil
MoMeHm pebeHOK Haxo0umcs 6 pemuccuu. 3a epems HaOAI0-

/

Puc. 2. Penmeenonoeuueckaa kapmuna: a — KT 2010681020 mo3ea ¢ KOH-
mpacmuvim ycunenuem. Onpedensemes maccueHoe obsemHoe 06pa3osanue
6 nPaegoil A00HO-MeMeHHO-8UCOUHOL 00aacmu pazmepamu 6,0 5,7 6,3 cm
(06vem — 113 cm?), Komopoe npeumyuecmeenno npeocmasaeHo MAeKOmMKaH-
HbIM KOMNOHEHMOM HeO0OHOPOOHOU CIMPYKMYPbl 3G CHEm MHOJICECH8EHHbIX
eunepoeHcusHvix exarouenuti; 6 — MPT e0n06H020 M0o3ea ¢ KOHMPACMHbIM
yeunenuem. B npasoil eucounoil obaacmu 6 npoexyuu veuiryu OCHOGHOIL,
BUCOYHOUL, NOOHOU U MeMeHHOU Kocmell, @ maKjice Kpblaa 0CHOBHOU KOCMU
onpedeasiemes 00pazoeanue HenpaguabHoU Gopmol pazmepamu 6,2 x 5 x
7,2 cm (0o6sem — 117 cm’). Obpaszosanue HeoOHOPOOHOU cMpyKmypbl, npe-
UMYU[eCMBEHHO HU3K020 CUCHAAA HA HATMUBHBIX U300PANCEHUSX, YMEPEHHO,
HEeoOHOPOOHO HaKanAuearuee KOHMpPAacmHoe eujecmeo

Fig. 2. Radiological presentation: a — CT scans of the brain with contrast
enhancement. A massive lesion is determined in the right fronto-parietal-
temporal region with dimension of 6.0 x 5.7 x 6.3 cm (volume — 113 cm?).
The lesion predominantly represented by the soft-tissue component of the
heterogeneous structure, due to multiple hyperintense inclusions; 6 — MRI
of the brain with contrast enhancement. The lesion with irregular shape is
determined in the right temporal region, with dimensions of 6.2 5x 7.2 cm
(volume — 117 cm?). The mass is heterogeneous, with a low signal in native
images and with heterogeneous contrast enhancement

OeHUsi OMPUUAMeNbHOL OUHAMUKU CO CIOPOHbL OCIAMOYH020
KOMROHEHmMA ONyX04U He OMMe4anoch, pasmepsl 00pazo8anus
oe3 dunamuku — 4,2 x 0,9 x 2,7 cm (0bsem — 5,3 cm?).

Yepes 84 mec om MoMenma Xupypeu4eckoeo emMeuamens-
cmea pebeHKY nposedeHa NAACMUKA CA0ICHO20 Oeghekma
uepena. Jlepekm 3aKpvim UHOUBUOYANLHO U320MOBAEHHOIL
no cmepeoaumoepaguueckol Modeau mumano8ol naacmu-
Hoil. [locaeonepayuonnulii nepuod npomekan enadko. iu-
meabHocmb Habaodenus cocmasuaa 87 mec.

Kmmaugeckwuii corygaii Ne 2

Peoenox C., 2013 e. p., boaen ¢ eospacma 4 mecauyes,
Koeda podumenu 3amemunu obpazoearue 8 odaacmu cpeo-
Hell u HudCHell mpemu 1eoeo bedpa, Komopoe 8 OUHamuKe
NOCMeNneHHO Y8eauuusanoch, npu 3mMom oouee cocmosHue
pebenka He cmpadano.

B cea3u ¢ eviseiennbim 00pazoeanuem nayueHm 2ocnu-
MaAU3Upo8an 6 CMAUUOHApP NO MeCHy JNCUMEeNbCmea 045
dooocaedosanus. Tlo danHbIM UHCMPYMEHMANLHBIX MemOo-
006 uccredosanus (YAbmpaszeyKoeoe UCCAe008aHUe MASKUX
mxaneit, MPT msekux mxaHeil c KOHMPACMHbIM YCUNCHUEM)
8bls161€HO  00pazoeanue 6 obaacmu nepeoHegHympeHHell
nogepxXHOCmU cpedHell mpemu MseKUX mKameii 1e602o bedpa
pasmepamu 2,9 x 2,4 x 2,6 cm (obwuii obsem — 9,5 cm?).
Obpa3zosanue pacnonaeanocs ROOKOJICHO, 8 MOAUE IHCUPOBOLL
Kaemuamiu, 6e3 kancyavl. MHeazuu é npuaedicaiyue cmpyx-
mypul u Mbluiybl 6edpa He ommeuero (puc. 3). Ilpu yeemosom
00N1epo8CKOM KApMUPOBAHUU PecUCPUPOBAACS KPOBOMOK
8 6ude eQUHUYHBIX 18emOoBbIX N0KYco8. JlabopamopHo npu-
3HAK08 ONYX0.1€80l AKMUBHOCIU He OMMeYeHO.




Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

P

Puc. 3. MPT msekux mxaneii bedpa c konmpacmuwim ycuneruem. I1o neped-
HeeHympeHHel N0BePXHOCMU MACKUX MKaHell cpedHeil mpemu 1e602o bedpa
onpedensiemcs 0Kpyenoe 06pazoeanue ¢ HemKuUMU KOHMypamu pasmepamu
2,9 x 2,4 x 2,6 cm (obvem — 9,5 cm’). Obpazosanue ommecHsem Moluybl
bedpa, He npopacmas ux

Fig. 3. MRI of the soft tissues of the thigh with contrast enhancement.
The rounded formation with clear contours of 2.9 x 2.4 x 2.6 cm in size
(volume — 9.5 cm’) is determined on the anteromedial surface of the soft tissues
of the left thigh. The mass pushes the thigh muscles without invading them

B cmayuonape no mecmy Jcumenvcmed GulNOAHEHA
onepayusi 8 obseme yoanreHus 00pPA306AHUS GHYMPEHHell
nogepxrHocmu 1e6020 bedpa. HnmpaonepayuoHHo oHo ume-
A0 KAncynay, CNAsiHHYIO ¢ KAem4amkKoll, U pacnoaaeanoch Ha
mulwyax, ve npopacmas ux. Obpazosanue yoanreHo 6 npede-
A1aX 300p08bIX MKAHELL.

Maxkpockonuuecku onyxons umena OKpyeaylo gopmy
¢ kancynoil, duamempom 3 cm. Ha pazpese mkams cepo-uep-
HO-CUHIOWHOR0 Yeema Xpsaujesoil naomuocmu. Mukpocko-
nu4ecKu onyxonb cocmosna u3 2 munoe kaemok: I-it mun —
KPYnHble SNUMeAuoudrble KAemKu co C8emaoll yumonias-
MOIL, npU 3MOM YACMb KAEMOK CO0epicana epanysvl Oypoeo
nuemenma. Kiemku obpazoeviganu eHe30a, anbeeonsipHbie
U nceedodicenesucmole CMpPYKmypol 8 epyb080A0KHUCMOU
cmpome. Kiemku 2-e0 muna 6viau npedcmasnenvl cKonie-
HUAMU MEAKUX, DPbIXA0 AeHCAUUX HeillpodAacmOMamo3HbiX
KAemOoK ¢ OKpyeavim eunepxpomuuim sopom (puc. 4). Oonako
OYeHUMb paouKalbHOCMb XUPYPeUHECK020 6Meuamenscmea
He npedcmasasnocy G03MONCHbIM. Dnumeruouonvle Kiem-
Ku axcnpeccuposaru panCK u 6erox HMB-45. Meakue
HelipobaacmonodobHble onyxonegvle KAemKU SKCHnpeccu-
po6anu  HelpoHcneyuduueckyo eHoaasy, CUHAnMoQU3UH
(Synaptophysin). Mapkep npoaughepamueHoii akmugHocmu
Ki-67 onpedensiacs na 20 % onyxonesvix kaemok (puc. 5).
Taxkum obpazom, NpUHUMAS 80 GHUMAHUE UCMON0UHECKOE
cmpoenue U UMMYHO(DEeHOMUN ONYyX0oau, a makKice KAuHu4e-
ckue danHble, ycmarosaeH duaehoz MHDO0.

Pebenox eocnumanusupoean 6 omdenenue Xupypeuu
demeii u noopocmxose HMHUI] JITOU um. JImumpus Poeaue-
8a 015 doobcaedosanus u onpedenseHuss MaKkmuk 0anbHel -
weeo eedeHus.

Ilo daunvim npogedennoeo MPT-uccaedosanus msaekux
mKaHell HUMCHel KOHeYHOCMU, 8 001acmu NepeuyHoll ony-
X0AU ONpedesinucy NocAeonepayUoHHble U3MEeHeHUs pazme-
pamu 1,8 x 2,3 x 1 cm, pagHomepHo HAKAnAUBAOujUe KOH-
mpacmublii npenapam, Ha ghorne KOMopwvix cyoums 0 HAAUHUU
O0CMAamMo4H020 KOMHOHEHMA ONYX0aU He Npedcmagnsnocs
B03MOIICHBIM.

Yepes mecsay, om UHULUAALHORO XUPYDPSUYECKO20 NeHeHUs
8bINOIHEHA NOBMOPHASL ONEPAUUSL C UCCeueHUeM nocmonepa-

Puc. 4. Tucmonoeuueckas kapmuna onyxoau (okpacka I'M3): a — x 100,
06 — x 200. Heonaacmuueckas mKaHo umeem CAONCHOE UCHONOSUMECKOe
cmpoerue U coCmoum U3 HeckoAbKUX munoe kaemokx. B ¢gubposnoii cmpo-
Me pAcnonazarmesi epynnvl, eHe30a U Mmsanicu KpPYnHbIX SNUMEAUAIbHbIX
KAeMOK cO CpeOHUM S0epHO-UUMONAAZMAMU4ecKum coomtouienuem. Aopa
OKpYyenoli hopmul u codeprcam meaxkoenviouametii xpomamut. Llumonaasma
codepoicum meaKue epanyabl memMHo-KOpU1Heo2o nuemenma. Bmopoii mun
KAemoK npeocmaenen noAamu 0osee MeAKux 1eMeHmog ¢ mopgonoeuei
Helipobaacmos

Fig. 4. Histological picture of the tumor (colored with hematoxylin and eosin):
a — x 100, 6 — x 200. Neoplastic tissue consists of several types of cells.
There are nests and cords of large epithelial cells with an average nuclear-
cytoplasmic ratio in the fibrous stroma. The nuclei are round-shaped and
contain chromatin. The cytoplasm includes small granules of dark brown
pigment. The second cell type is represented by fields of smaller elements with
the morphology of neuroblasts

UYUOHHBIX PYOU08bIX MKAHEl ¢ 30HAMU, HAKANAUBAUUMU
Kowmpacm no daunoim MPT, u buoncueil uncusamepanvHoix
naxosvix aumgpamuueckux y3noe. lucmonoeuuecku onyxone-
8ble Kaemku 6 00CMAasAeHHOM Mamepuane He ONPeoessiiuch.

Yuumvieas eucmonoeuneckuii mun onyxoau, paoukanb-
HOCHIb  XUDYPUHECK020 JeYeHUsl, OMCYymcmeue OaHHbIX 3d
Haauuue omoaneHHbIX Memacmasos, NAuUeHm oCmaeieH noo
Junamuueckum Haoaro0enuem. JlrumenvHocms HAONIO0EHUS
cocmasuna 62 mec, nayuenm xcue 6e3 npUHAaAKos 3a001e6aHUS.

O0cyxneHne

MH®O0 — penkast OITyxoJlb ¢ HeOIpeaeJeHHBIM 3JI0Ka-
YeCTBEHHBIM MTOTEHIIMAJIOM, HauboJIee YacTo Mopakarolast
00J1aCTh TOJIOBBI U IIIEW M XapaKTepU3YIOIIascsl ObICTPhIM
pOCTOM y ieTeli B BO3pacTe MepBhIX 2 JieT Ku3uu [1].

B 1918 . Krombecher BriepBbie onucan odpa3oBaHuE,
cXoxee Mo CBOMM MOpP(dOJIOrMYecKuM XapaKTepUCTUKaM
¢ MHDO [11].

Hcropuyeckn ¢ yd4eToM OTCYTCTBUSI YETKOTO ITOHM-
MaHMS TUCTOTeHe3a JTaHHOIo HOBOOOpa30BaHUsI 151 000-
3HaueHuss MHDO ucnonb3oBanoch 00J1b1110€ KOTUYECTBO
TepMHHOB, K Hambojee YacThIM M3 HMX OTHOCWJINCE:

iginal studies

or
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Puc. 5. UmmyHoeucmoxumuyeckas KapmuHa: a — NO3UMUBHbIE DeaKyuu
¢ Helipobaacmuyeckumu (curanmoghuszun (Synaptophysin)) u snumeauo-
uonvimu (panCK (AE1/AE3), HMB-45) mapkepamu; 6, 6 — no3umuegHole
DPeaKuuu ¢ SNUMeAUatbHolMu KAemKamu

Fig. 5. Immunohistochemical analysis: a — immunohistochemistry showed
expression of neuroblastic (synaptophysin) and epithelioid (panCK (AE1/
AE3), HMB-45) markers; 6, ¢ — positive reactions with epithelial cells

MeJJaHOTUYecKas IpOroHoMa, MMrMeHTHas aMeJio01acTo-
Ma, OIyXOJIb CETYATKM, MEJTaHOTUYECKasl AMUTeINaTbHAS
OIOHTOMa, BPOXJIEHHas MeJlaHoKapimHoma [12].

E.D. Borello et al. B 1966 T. 1IepBbIMU UCITOIH30BAIN
TepmuH MHDO. B cBoeit paboTe OHM MPeIIOKUIN T€O-
pHIO TIPOMCXOXKIECHUS TAaHHOTO HOBOOOpAa3OBaHMSI W3
KJIETOK HEPBHOI'O I'peOHs, OMupasicb Ha BBICOKUI ypo-
BEHb 9KCKPEIIMN BaHWIUIMUHIAIBHOM KUCIIOTHI, 10 aHa-
JIOTUU C TIOBBIIIEHHBIMM €€ I0Ka3aTeIsIMU Y TTAllMEHTOB
¢ (HeoXpoMOILIMTOMOII W TaparaHrjivoMOM, THCTOreHe3
KOTOPBHIX CBSI3aH C IMIPOMCXOXICHUEM U3 KJICTOK HEPBHOTO
rpeoHs1. KpoMe Toro, TaHHOE OTKPBITHE TTO3BOJIMIIO 00b-
SICHUTb HAJIMYME B OITYXOJIU 2 MOMYJISLIMI KJIETOK — MeJia-
HOIIMTAPHBIX Y MPUMHUTUBHBIX HEHPOIKTOAECPMATbHBIX,
OHU TaK>Ke MPOUCXOAAT U3 HEpBHOTO rpedHs [13].

YuutbiBas peaKoCTbh JAaHHOTO BHIA OIYXOJU W TPYI-
Hoctu puarHoctuku MHOB, cBeneHust 06 3IMaEMUOII0-

MUY 3TOTO 3a00JieBaHMS KpaliHe CKyIHble. Tak, Tpymnoi
HCClIeIoBaTesIcii TIPOBEICHO KPYITHOE PETPOCTICKTUBHOE
HUccaeaoBaHNue, B KOTOPOM MPOaHaJIu3upoBaHbl 472 ciy-
yags MHBO, 3apeructpupoBaHHbIE B MEXIYHApOIHOMN
nuteparype 3a nepuon ¢ 1918 mo 2013 r. Pactipenenenue
10 JIOKQJIM3AIIMK BBITJISIIEIIO CIISAYIONIMM 00pa3oM: BepX-
His 4yesocTh — 279/472 (62,2 %), KOCTH OCHOBaHUS Yepe-
ma — 70/472 (15,6 %), HuxHsis yentocTb — 35/472 (7,8 %).
IIpu sTOM MemmaHa Bo3pacTa Ha MOMEHT IIOCTaHOBKU
nuarHosa coctaBuia 4,5 mec [14]. MHTpakpaHuaibHbIE
WIN C MIOpaXeHUEeM BelllecTBa rosioBHoro mosra MH®D0O
BCTPEUYAIOTCSI peXe U COCTaBsiioT 6,1 % omucaHHBIX
HaOMoIeHUH (IMOJTyIapusi TOJIOBHOTO MO3Ta, MO3XEYOK,
IIUIITKOBUIHAS Xejie3a).

B 92 % cnyyaeB MHBO peructpupylorcsi y aeTeii mep-
BOTO rojia >Xu3Hu [15], uTo moATBepKAal0T COOCTBEHHbBIE
JaHHbIe, MeIrMaHa BO3pacTa B Hallleil KOropTe MalleHTOB
coctaBua 6 mec. B HaydHOI TuTepatype onucaHsbl 5 ciiy-
yaeB BpoxaeHHoit MHDO. Ipu pacnipeaeneHn 110 MOy,
Kak MpaBWIO, MPUCYTCTBYET MPEBATUPOBAHUE JTULL MYXK-
CKOTO T10J1a, TOTJa KaK B HaIlleil KOTOPTe YKMCIIO OOJBHBIX
MYCKOTO U 3KEHCKOTO I10J1a ObLJI0 OIMHAKOBBIM.

B HacTostiiee BpeMsi B HaydHOI JIMTepaType HEeT TaH-
HBIX, YKa3bIBAIOIIMX Ha HaJW4YWe IIpeapacrioyiararoimx
(akTOpoB K pa3BUTHUIO TaHHOTO THIA OITyXoau. B vact-
Hoct, MHB®O He BXOmSIT B YMCIIO OIYyXOJeil, BCTpe-
yarommxcst npu cuHapome JIu—®paymeHu WU APYrux
TEHETUYECKN OOYCIIOBJICHHBIX CHHAPOMAX, TaKMX KakK
MyTalluM B TeHe peTuHoOaacToMbl (RBI), Helipohubdpo-
Mato3 uiau cuHapoMm beksura—Bunemana. B ¢Bsi3u ¢ aTiM
CTOUT ITOAYEPKHYTHh YHUKAJIBHOCTD KIIMHUYECKOTO CITyJast
Pa3BUTUS OCTPOro JIUMGHOOJIaCTHOTO JeiiKo3a y MalMeHTa
¢ MHBO, npuBeneHHOTO HaMH BHIIIIE.

Knunaunueckas xaptuHa npu MHBO Hecneumnduny-
Ha ¥ 3aBUCHUT OT JIOKaJIn3anuu omyxosn. ObOpanaer Ha
ce0s1 BHUMaHUe Hajinuue o0beMHOro o0pa3oBaHusl, Oe3-
0OJIC3BHEHHOTO TpPU TaJblallid, BBHICOKOW TUIOTHOCTH,
KOTOPOE MOXKET COIPOBOXKAATHCS OTEKOM OJIM3JIeKAIINX
TKaHeil. KoxkHble TOKpOBBI Haja 0Opa30oBaHUMEM MOTYT
WMETh CUHIOIIHBI OTTEHOK, a CO CTOPOHBI CIM3UCTHIX
000JI04Y€K BIUIOTH 10 TEMHO-CUHET0 OKpaIlIuBaHusI ¢ OJie-
CTSILEN TToBEepXHOCTHIO. HecMoTpst Ha MOOpoOKaYeCTBEH-
HBIII xapakTep oOpasoBanusg, MHDO moxeT xapakre-
PU30BaThCSl arpeCCUBHBIM KIMHUYECKUM TEUEHUEM, UYTO
TIPOSIBIISIETCS] OBICTPHIM POCTOM OITyX0Jin. Takoe ee TmoBe-
JIEHUEe Ha MEepBOM 3Talle MO3BOJISIET AyMaTh 00 MCTUHHO
3JI0KQY€CTBEHHBIX OITYXOJISIX, TAKUX KaK pabIoMHUOCapKO-
MauT. 1.

IIpu MHBO He cymiecTByeT creuudUYECKUX nua-
THOCTUYECKUX MapKepoB. B HEKOTOPHIX ITyOJIMKAIIMSIX
COOOILIAETCS O MOBBILIEHUU YPOBHS META0OJIUTOB KaTeXO0-
JJAMUHOB B MOYE, YTO MOXET HaOJIIOAThCS ¥ TTAlIMeHTOB
¢ HeitpooOmacTomoii. B 0630ope B. Kruse-Losler et al. ypo-
BEHb META0OJIMTOB KaTEX0JaMUHOB B MOY€ ObLIT ITOBBIIIEH
vy 5/29 (17 %) nalmeHTOB, IIPU STOM IIOBBILICHUE YPOBHSI
KaTexoJaMIHOB B IIa3Me KpoBU oTMedasiocby4/17 (23 %)
OOJIBHBIX. YPOBHU KAaTeXOJAMUHOB B IJIA3M€ WJIM B MOYE
HE 3aBHUCEJM OT IePBUYHON JIOKAIM3ALMU OITyXOJIU
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U, TO-BUAMMOMY, HE KOPPEJIMPOBAIMU C ITOBBIIMICHHBIM
PUCKOM peliManBa Uiu MeTacta3upoBaHus [2].

Pentrenonornuecku MHDO wuMeloT XapaKTepHbIe
npusHaku. I[Ipu nposegeHun KT oOpazoBaHue umeeT
SKCIAHCUBHBIN POCT, OTMEUAIOTCS TPU3HAKU pa3pylie-
HUS KOPTUKAJbHON TJIACTUHKU KOCTH, (HDOPMHUpPOBAHME
CIIUKYJA W TIEPUOCTAIBHOM peakuu. MSTKOTKaHHBIN
KOMITOHEHT HMEET THUIIepACHCUBHBIC XapaKTePUCTUKH,
YTO CBSI3aHO C HakoIuleHWeM TurMeHTa. CXoXylo Kap-
THHY MOXHO BUICTh Ha M300paXKeHUSIX IIPU TTPOBEICHIH
MPT — runepuHteHcuBHbIe yuyacTKu Ha T1- u T2-B3Be-
LIEHHBIX U300paxeHusx [16, 17].

[Ipu mpoBeneHUN TUCTOJOTUYECKOIO MCCIICIOBAHUS
Makpockonuuecku MHDO npencrapiasioT coboit mioT-
HYIO0, TOJbYATYIO TKaHb. B 3aBHCMMOCTH OT comep:KaHUs
MUIMEHTa OITyXOJib MOXET MMETb CHUHE-YEpHbI OTTe-
HOK [18]. MMKpOCKOIIMYECKN OHA COCTOUT M3 OCTPOB-
KOB MaJIeHbKUX KPYIJIBbIX OIyXOJIEBBIX KJIETOK Ha (hoHe
(hubpoKoTareHOBOM CTPOMBI. XapaKTePHBIM IIPU3HAKOM
MH®O gBngercsa aBoitHasT TOIMYISALUS KJIETOK, COCTO-
gamas W3 SMUTETMOVIHBIX  MeJTaHWH-TTPOIYIIN PYIOIINX
KJIETOK ¥ IIPUMHUTUBHBIX HEHPOTEHHBIX KJIETOK B OKpY-
KeHun (pubdpokosiareHoBoir cTtpoMbl. KieTku Moryr
00pa3oBBIBATh THE3MA W TICEBIOATBBEONISIPHBIC CTPYKTY-
pel. Kak mpaBuiio, MeaaHUH-TIPOAYLUPYIOIINE KISTKU
pacrioyioxkeHbl 1o nepudepun, Toraa Kak HelporeHHbIe
KJICTKM HaXOISITCS B LIEHTPAJIBHBIX oTaenax [19]. Mena-
HUH-MPOAYLUUPYIOLINME KJIETKA UMEIOT SMUTEINOUIHYIO,
MHOTOYTOJIBHYIO WM KyOOBMIHYIO (OpMY, IJIST HHX
XapaKTEepHO HaJuuue OOMJIbHON 303MHOMUIBHON LIUTO-
IJ1a3Mbl C COJepKaHMeM TpaHyJ MelaHWHa. HeiiporeH-
Has TIOMYJISIIKUST COCTOUT U3 HEOOJBIINX MPUMUTUBHBIX
KJIETOK C BBICOKWM SIIEPHBIM W IIATOIIa3MaTUICCKUM
cooTHomIeHneM. JlJId HUX XapaKTepHBI KpYyIJbIC sIpa
C penKo BCTpeYarolIMMUCS BKIIOUEHUSIMUM XpoMaTUHA,
KapTUHA «COJIb C TepleM». MUTOTHYCCKAasT aKTUBHOCTb,
KakK MpaBUJIO, HEBBICOKAsI, HAJIMYME 30H HEKpOo3a Hexa-
pakrtepHo [20].

Jg moctaHoBkM auarHo3a MHODO BaxkHO TIpoBe-
nenne WMI'X-uccnemoBanus. Ob6a Tuma KJIETOK Xapak-
TEPU3YIOTCS HAJIWIMEM 3KCIIPECCMU BUMEHTHHA W HEM-
poHcnenndpUUecKoit eHoaa3bl. DMUTSTUOUIHBIE KIETKU
OOBIYHO TTO3UTHUBHEI ITPU OKPAIIMBAaHUY Ha IINTOKEPATUH
u Mapkepbl IUhGEPEeHIIMPOBKA MEIaHOIIMTOB, TaKMX
kak HMB-45 u nodamuH-B-runpokcunaza [21, 22].
HeiiporeHHple KIIETKM SKCIPECCHUPYIOT CHUHANTODM-
3MH U MMEIOT OTPHULIATEJbHYIO PEaklUIo C aHTUTEJIaMU
K LIMTOKEepaTWHY. B psme ciydaeB MOXET OTMEUYaThCs
MOJIOXKUTETbHAS KCIIPECCHS TTNATbHOTO (GUOPUIUISIPHO-
ro kucyioro 6esnka [21, 23]. O6e nomnyasiluu KIeTOK, Kak
MpaBWIO, OTpULIATEbHBI B oTHOIeHn PS100. B penkux
clyyasix OTMeYaeTcsl IKCIIPECCUsT MapKepOB MbIILIEYHOMN
JHIM  TUDGEepEeHIIUPOBKA  (IECMHUH, TJIaAKOMBIIIEY-
HBIIl aKTUH U MUOTEHMH), YTO, B CBOIO Ouepedb, MOXKET
CMOCOOCTBOBAaTh OLIMOOYHOMY AMArHo3y — pabaoMuo-
capkoma. D.F. de Souza et al. B cBoeit paboTte mpoBean
OLIEHKY 3KCIIPECCUM HECKOJIbKUX OCJIKOB KJIETOYHOTO
mmkia (6emok p53 — TP53, E3 yOMKBUTHH-IIPOTEMHOBAS

quraza — MDM-2, nukiaud D1 — Cyclin D1, uukaun A —
Cyclin A v gaepHbIil aHTUTEeH TTPOIUDEPUPYIOIINUX KITe-
Tok — PCNA). bputo mokaszaHo, 4TO SMUTEIMOUTHBIC
kietkn umenu skcnpeccuto Cyclin DI, Cyclin A, PCNA
1 MDM-2 [24]. OcHOBBIBasICh Ha JaHHOM HaOJIIOIeHNH,
ObLIM ce/laHbl BHIBOABI, UYTO 3TU KJIETKM 00JafaloT Hau-
OoJbIIeit TpoandepaTuBHON aKTUBHOCTHIO. DKCIIPECCHST
MDM-2 takxke BaxkHa IJIs1 TOHUMaHUST OMOJOTMYeCKOTrO
TMOBEJCHUSI W DPA3BUTHS OITYyXOJIM, TTOCKOJIbKY, Oymydun
npoTooHkoreHomM, MDM-2 B3aumoneiictByeT ¢ Oe-
koM P53, unrubupys ero dyHkuuio. Kpome Toro, 6n110
MIPOAECMOHCTPUPOBAHO, YTO MEIAHWH-TIPOLYIMPYIOIINE
KJIETKM XapaKTepu3yloTcsl BbicoKo# akcnpeccueii PCNA
(40—50 %), uTo MOATBEPKAAET X BHICOKMIA Mponndepa-
TUBHBIN TTOTeHLIMAN [24].

B HamreM wMccienoBaHUM THCTOJIOTMYECKasi KapTUHA
BO BCeX CIIydyasx MMejia XapaKTepHOe IBYXKOMIIOHEHTHOE
CTpoeHUe ¢ HanuuueM (puopo3Hoii ctpomel. [Ipu aTom
SMUTEINOUIHBIA KOMITOHEHT 3KCITPECCHPOBAI MapKephl
MesnaHouuTtapHoii nuddepenurposku (HMB-45) B 80 %
n panCK (AE1/AE3) — Bo Bcex ciyvasx. Onupasich Ha
COOCTBEHHBIC JTaHHBIC, JOCTOBEPHO CYIUTH O BIMSHUU
TMCTOJIOTMYECKOro THUMa omyxoyiu (mpeobsiagaHue TOro
I MTHOTO KOMITOHEHTa) Ha IIPOTHO3 M TeUeHUe 3a00J1e-
BaHMSI HE TPEACTaBIsIeTCs] BO3MOXHBIM, OJHAKO (bpaH-
1y3cKasi TpyIa uccienoBaTesieil B cBoei paboTe ciesana
MPEAIIOI0XKEHNE, YTO TUCTOJIOTUYECKIE XapaKTePUCTUKHI
OITyXOJIM HE KOPPEJMPYIOT C arpecCUBHBIM TeYeHUEM
3aboneBaHus [25].

B Hacrosiee BpeMs B otHomeHu MHDO He uaeHTU -
(pumpoBaHbI XapaKTepHBIC MOJICKYISIPHO-TeHETUUCCKIE
mapkepbl. B pabore C.C. Gomes et al. ObLJIO IMOKa3aHoO,
YTO B OJJHOM M3 3 MCCJIEIOBAaHHBIX CJlydaeB oOHapyXeHa
myTaiust BRAF-V600F, xapaktepHasi JUIsl 37T0Ka4eCTBEH-
HOM MeJlaHOMBI Koxu [26]. B wmccinemoBaHuu, IpoBe-
JEHHOM HAaMH, HU B OZHOM M3 6 HAOIIOAEHUI MyTalUK
BRAF-V600F obHapyxkeHo He ObL10. TakKe B TUTEpaType
OTIVCAHBI CJTy9au C MOTEPEeit TeTEPO3UTOTHOCTH U TSI -
el 1p, yBeIMueHUeM KOIUii 7q y IalleHTa ¢ ipeobnana-
HUEM HeipoOJIacCTUYECKOT0 KOMIOHEHTa omyxonu [27]
¥ HaJIN9MeM MHaKTUBUpYyIoleit Mytaunu B reHe CDKN2A.
CexkBeHupoBaHue puboHykiaenHoBoit kuciaotel (PHK)
MIpY 3TOM BBISIBWJIO HAIMYME TEPECTPOUKM C yIaCTHEM
reHa RPLPI n xnactepa mukpoPHK C/9MC y manuenta
¢ JJoKaju3alyei mpolecca B MaJio0epLioBOii KOCTH [28].

Huddepenunanbupiit  nuario3 MHBO  Bxkimioyaer
B ceOsl LIeJIblid PsilT 3JI0Ka4eCTBEHHBIX HOBOOOPa30BaHUIA,
MMEIOINX CXOXYI0 THCTOJIOTUYECKYI0 KapTwHy. K HUM
OTHOCATCSI: HeipoOsacToMa, HEXOMXKKUHCKas JuM@o-
Ma, capkoma KOuHra, anbBeossipHasi pabgoMuocapkoma,
3JI0KaYECTBEHHAsl MeJIaHOMa KOXHU M CBETJIOKJIETOYHAasI
capKoMa MSATKUX TKaHEeH.

OcHOBHBIM MeTonoM JedeHusas MHDO ua ceron-
HSIIHUKA JeHb SIBISIETCS €€ XMPYypruyeckoe yrnajaeHue
[29]. OnHako B CBSI3U C 4ACTOM JIOKanU3alUen mpoiecca
B 00JIaCTM TOJIOBHI M IlIeWM TPOBEACHUE paguKaabHO-
IO XUPYPru4ecKOro JICUEHUST 3a4acTyi0 HEBO3MOXHO.
CornacHO JaHHBIM (DPaHITy3CKOM TPYIIITBI UCCIeI0BaTe-
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Jieit, uib B 18 % ciydaeB ynaioch 1ooutbest RO-pesek-
LIMU, TIPY 3TOM JIOKaJu3alus Mpolecca B OOJIbIIMHCTBE
cjydaeB IIPUXOIMJIACh Ha 00JIACTh BEpPXHEW YeJIOCTH,
YTO TOATBEPXKIAIOT M COOCTBEHHBbIC nOaHHbe. CTOUT
OT/IEJIbHO MOAYEPKHYTh, YTO JAHHOE UCCICIOBAHUE MO~
BEPIJIO COMHEHMIO Pe3y/ibTaThl MPEAbLAYIIMX ITyOIuKa-
Ui o0 HeOJAaronpusITHOM 3HAYeHWU HepaauKalbHOM
R1/R2-pesexuuu y nauueHtoB ¢ MH3O. Tak, y 1 601b-
Horo Ha (oHe npoeaeHus [1XT oTMeuanach nmporpeccus
3a00JIeBaHusI, TOrAa KaK MOC/Ie XMPYPrUUeCKOro JeUeHMsI
B o0beMe R2-pesexkunu ymaaoch HOOUTHCS CTaOMIIM3a-
LIY TIpoliecca, 0e3 MPU3HAKOB IIPOTPECCUU 3a BCE BpeMs
HabmoneHus. CoOCTBEHHBIC JaHHBIC TIOATBEPXKIAIOT 3TO,
HU y ogHoTro U3 3 naieHToB ¢ R1/R2-pe3exiueit/Hanu-
Y1eM OCTaTOYHOI'O KOMIIOHEHTA OITYXOJIM 3a BeCh IIEPUO/I
HaOJIONeHUs HE OTMEUEHO IIporpeccuu 3abojieBaHUS.
OHaKO IS TTOJIyYSHUSI CTATUCTUYECKU 3HAYMMBbIX BBIBO-
JIOB HEOOXOIMMO MPOBEJAeHNE UCCIIeJOBaHMS Ha O0JIbIIIeH
Koropre 0OJIbHBIX.

CraHJapTHBIX MOAXOJOB K Tepalnu Hepe3eKTade b-
HbIX hopm MHDO B HaCTOSIIIIMIT MOMEHT HE CYIIECTBYET.
B HayuHoOI1 MTepaType OMMcaHbl HOMNBITKU ITPOBEACHMS
ITXT kak eaMHCTBEHHO OMIMY TePaIUK U/WIN B COYeTa-
nuwm ¢ JIT [30, 31]. Bo63ope A.F. Derache et al. mpuBeaeHbI
naHHbIe 0 437 3aperucTpupoBaHHBIX ¢ 1980 I. mammeHTax
¢ MHDO, npu atoMm T0j1bKO 27 (6 %) 13 HMX MOJIydaiu
JIOTIOJTHUTEJIbHBIC OMIIUM Tepanuu: B 18/27 ciyyasx mpo-
Boauiach Tonbko [1XT, B 5/27 — IIXT B couetanuu ¢ JIT
n 3 6onbHBIX TToaydanu Tojbko JIT. M3 24 mauueHTOB,
moay4yaBimx I[TXT, 19 60abHBIX ¢ COXpaHEHUEM OCTaTOY-
HOrO KOMIIOHEHTA OITyXOJIM I1OCJIe HepaJauKaJbHO OIle-
panuu nojiydanu HeoagbloBaHTHYIO [1XT u 5 manyeHram
I0CJIe paauKalabHOI orepaluu (B cIydae OTCYTCTBUSI OCTa-
TOYHOIO KOMIIOHEHTA OITyXOJIM) IPOBOIMIACH AIbIOBAHT-
Hag TIXT. YuyuteiBasi THMCTOJIOTMUYECKUE XapaKTepUCTUKU
OITyXOJIM (HaJIMuKe HeipoOJIacToOB), B KAYECTBE IperapaToB
nns mpoBeneHus TIXT mcnonb3oBaavch JOKCOPYOUIINH,
BUHKPUCTUH, LUKIO(pohaMuI, 3TOMO3UI U KapOOIUIaTUH
[14], xoTOpBIe MPUMEHSIIOT B MPOTOKOJIE JICYEHUS TallUeH-
TOB ¢ HelipobyacTomoii [25, 32].

B rpyrine nanyeHToB, 0Jy4aBIINX HE0aIbIOBAHTHYIO
[IXT (n=19), oTMegasioch cokpallieHrue 00beMa OITyX0JI1
ot 10 10 75 % OT MHULIMAIIBHOTO pa3Mepa B 8 Cllydasix.
IMonuHplit orBeT ObUT HOCcTUTHYT B 2/19 (11 %) Habmoxe-
HUSIX, YaCTUYHBIA oTBeT — B 9/19 (47 %), crabuin3anus
3abosneBaHuss — B 3/19 (16 %) u nporpeccust 3abojieBa-
HMs Oblta otMeveHa y 5/19 (26 %) maumeHToB. Takum
00pa3oM, 4acToTa 0OBEKTUBHBIX OTBETOB Yy JAHHOM TPyII-
bl OOJIBHBIX cocTaBuia 58 %. MeauaHa HaOMOIEHUS
y 5 NalLlMEHTOB ¢ COXPaHEHUEM ITOJTHON PEMUCCUU COCTa-
Buna 25,5 mec [14].

W3 6 npoaHan31poBaHHbBIX HAMU MALIMEHTOB TOJIBKO
B 1 ciryuae 6buta mpoBeaeHa ITXT (B coctaBe — aToro3usn,

kapboriatuH u udocdamua), mpu 3ToM mnocie 3 Kyp-
coB IIXT ymanoch moOUThCS CTaOMIM3alMM TIpoliecca,
B JajbHelieM 0oJibHOMY Oblia mpoBenaeHa JIT, ogHako
COKpAIICHUS OITYXOJIM HEe TTPOU3OIILIO.

Yacrora penanBoOB 3a00J1eBaHUs KOJIEOIEeTCsT B TIpe-
nenax ot 15 mo 28 % [23, 25, 33]. K HebGaaronpusTHbIM
MPOTHOCTUYECKUM (haKTOpaM OTHOCSTCS: BO3pacT Ha
MOMEHT ITOCTAaHOBKM IMarHo3a, IoJ, JIOKaIu3alus OImy-
XOJIU B BEPXHEH YETIOCTU U HepaauKalbHOE XUPYPIU-
yeckoe JieyeHue [2, 33], ogHAKO YeTKUX KPUTEPUEB IS
ornpeaeaeHus] HeOIaronpUsITHOro TeueHUus 3a00JIeBaHUSI
HeT. A.W. Barrett et al. B cBoeil myOauMKalUuu Mpearo-
JIOXKUIM, YTO TOKa3aTeJIu MUTOTUYECKON aKTUBHOCTHU
(6onee 2 cduryp mutosa Ha 10 moneit 3peHUs), UHAECKC
npoaudepaunu Ki-67, npesbimaniiuii 25 %, u Hanaue
no3utuBHOM peakiuu K CD99 Obutu cBsI3aHBI ¢ Oojee
arpecCUBHBIM MOBeAeHeM orryxon [22]. Takxke, 1o MHe-
HUIO HEKOTOPBIX aBTOPOB, CUYMTAETCS, UTO IIpeodiagaHue
HEelpo0JacTUUECKOrO0 KOMITOHEHTa B OITyXOJM CBSI3aHO
¢ 6oJiee arpecCUBHBIM TeUeHHEM 3a00JIeBaHUS U BHICOKUM
PUCKOM pa3BUTHS JIOKaJIbHOTO peunauna [25]. UHTepec-
HO, 4TO BO3PACT HA MOMEHT ITOCTAaHOBKM ITHMAaTrHO3a SIBJISI-
€TCSI TPOTHOCTUYECKM HEOJIaronpUsITHBIM ITOKa3aTesieM,
COIJITaCHO JaHHBIM KPYITHOTO PETPOCIEKTUBHOTO HCCIIe-
JoBaHUs. bbllo ToKa3aHo, 4To AeTH ¢ BepUUIIMPOBaH-
HBIM B TE€UYEHME TIEPBBIX 2 MECSIIEB XXM3HU IUAarHO30M
PEeLIMIMBUPOBAJIA C OOJIbIIIC BEPOSITHOCTHIO B TEUCHME
6 Mec 1 uMesn 00J1ee HU3KYIO 0eCCOOBITUIHYIO BEIKMBaE-
MOCTb. B TO BpeMsi Kak IarimeHThl, KOTOPHIM JUArHO3 ObLT
YCTaHOBJIEH B Bo3pacTe 4—5 MecsleB U cTapiie, UMeJIn
MUHUMAJIbHBIN pUCK pa3BuTus peuuausa [14]. OmHako
KccienoBaHue (hpaHIly3CKOM IPYIIIbl OABEPIJIO COMHE-
HUIO 3TO HAOJIONEeHUEe, TEM CaMbIM IOIYepPKUBask HEOO-
XOIWMOCTh TIPOBEICHMSI MCCIACAOBAHMI C BKIIIOYCHHEM
OOJIBbIIEro YKCIa malueHToB [25].

BoiBoab1

HaHHOe uccaenoBaHUe NEMOHCTPUPYET KpaitHe pel-
Kylo 4acTtoty BcTpeyaeMocthu MHBDO, TeM He MeHee
HE0OX0AMMO BKJIIOUEHUE TaHHOTO BUIA OITyXOJU B Iuch-
(hepeHIMATBHO-IUATHOCTUYECKUI PAL y JeTell paHHETo
BO3pacTa, 0COOEHHO ¢ JoKaJlM3alluel mpoliecca B 00Ja-
CTH TOJIOBBI U I1IeY BBULY OBICTPOTO U MH(PUIBTPATUBHOTO
ee pocra.

PanukanpHOe XMpypruyeckoe yhaajJleHUe SBIISIET-
¢ meTonoM BbIOOpa. CTaHIApTU30BaHHBIX ITOJIXOJO0B
K Tepanuy MallMeHTOB C Hepe3eKTabeJbHOl M MeTacTa-
tnyeckoi MHBO He cymecrsyer. Ponp IIXT u JIT no
KOHIIa He ompeaeneHa. Kpome Toro, mis moHUMaHUS
OMOJIOTMYECKOTO TOBEACHUSI OIYXOJIW M IOBBIIICHUS
3(DdOEKTUBHOCTU Tepanmuy HeOOXOIUMO U3ydeHUE MOJie-
KyJIsipHO-TeHeTn4YecKoro npodwist MHDO Ha Gonblieit
KOTOpTE MallMeHTOB.
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