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The article describes a clinical case of development of a rare malignant tumor adamantinoma in a 4-year-old child, dif-
ficulties in its diagnosis, and tactics of surgical treatment. Literature data on epidemiology, differential diagnosis,
and treatment methods for this pathology, as well as statistical data on local and metastatic recurrences, are presented.
Recommendations on dynamic observation of patients with adamantinoma are given.
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BeepeHune

DmaemMuononds. AMaMaHTUHOMA — PeIKast 37I0KAYeCTBEH-
Hasl OITyXO0JIb, cocTapistiorast MeHee 0,5 % BceX MepBUYHBIX
OIyxoJieii ckeseTa (110 pa3HbIM JaHHbIM, oT 0,33 1o 0,48 %)
[1—4]. CTOUT OTMETUTD, UTO 3TU JAHHBIE MOTYT OBITh He-
KOPPEKTHBIMM B CBSI3H C TEM, YTO 3Ta OITyXOJIb MOIJIa OBITh
nepenyraHa ¢ octeo¢puopo3Hoi uian (puOpPo3HOIt auC-
rasuei [5—8].

HecMmortps Ha To UTO cityyau agjaMaHTUHOMBI HAOII0Aa-
JOTCST BO BCEX BO3PACTHBIX IPYIIIaX, OOBIYHO JTaHHAsI ITaTo-
JIOTMSI BO3HUKAET Y TTallMeHTOB B Bo3pacTe ot 20 1o 50 JeT.
VY neteit 3Ta HO30I0THSI BCTpedaeTcsi, HO penko [1, 4, 5, 9].
OOpamniaer Ha cedbs1 BHUMaHUE CBSI3b MEXIY BO3PAaCTOM
U TI0JIOM, OTMEUCHHASI PSITOM aBTOPOB: Y XKEHIIMH OITyXOJIb
yalie MposiBIiieTcs B boJiee paHHeM Bo3pacte — 1o 30 JieT,

CapKoMbl KOCTE, MATKUX TKAHEil 1 0NyXoan KoXu

a'y My>X4rH — B OoJtee ITo3gHeM Bo3pacte: ot 20 J1eT 1 ctap-
mre [5, 10, 11]. BeisiBieHO Takke, 9TO MYKYMHBI OOJICIOT
agamaHTHHOMOM vamie [1, 2, 3, 11, 12].

Kmmangyeckas kapruaa. OOBIYHO amaMaHTUHOMA I10-
paxaeT JJIMHHBbIE TpyOUaThlie KocTU. M3mobaeHHas 1oKa-
JIN3aLMS 3TOM OIYXOJIM — OOJIbIIIeOepIIOBast KOCTh (OKOJIO
80 % ciyuaeB), pexe OHa pa3BUBAETCs B IUIEYEBOI KOCTH,
KOCTSIX TIpeAIieubs, OenpeHHol KocTu 1 1p. [3, 4, 8, 11].
CuMnToMbl 3a00J1€BaHUS 3aBUCST OT JIOKAIU3aLINHY aa-
MaHTMHOMBI. Kak mpaBuiio, xapakTtepeH 00JeBOi CUH-
npoM. OmHAKO psi aBTOPOB COOOIIIAET, YTO 3a00JIeBaH1e
MOXET IPOTEKATh FOIbI ¥ HUKaK ceOsI He IposiBIIsITh. Cabe-
BHUIHAs 1ehOpMaIusI — OIMH U3 XapaKTePHBIX CUMITTOMOB
agaMaHTUHOMBI TIPY €€ JIOKAIN3aIY B OOJIBIIICOSPIIOBOI
koctu [1, 3, 13, 14].
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JInddepennuanbHag nuarioctuka. HecMoTpst Ha To
4yTO peHTreHorpadust, kommpoTepHas (KT) nu MarauTHO-
pezoHaHcHas (MPT) Tomorpadust To3BOJISIIOT ITOTYINTh
0O0IBIION 00beM MH(pOPMALINH, AUATHO3 YCTAaHABINBACT-
CsI TOJIBKO Ha OCHOBE PE3YJIBTaTOB TMCTOJIOTUIECKOTO HC-
cnenoBanus. [TpoBogutcs nuddepeHnanbHas JMarHo-
ctuka ¢ puOpo3HO 1 0cTeoMOPO3HOIM TUCILIA3USIMU,
peke — ¢ XOHIPOMUKCOMIHOM (prnOpOMOIi, XOHAPOCapKO-
MOJ1 ¥ APYTMMU HOBoOOpasoBaHusamu [1, 4, 6, 10].

Jledenne. Metop tedeHNs agaMaHTUHOMBI — TOJIBKO
xXupyprudeckuii. JlyaeBast Teparms 1 XUMUOTEPAITUS CIM-
TatoTcsl Hed(PeKTUBHBIMU. BHyTproyaroBsas pe3ekuus
MPOTUBOINOKA3aHAa, TaK KAK COIPSDKEHA C BEICOKOM YaCTOTOM
pa3BUTHS JIOKAJIbHBIX pelianuBoB. HeoOxonuma mmpoxkast
pe3eKIM B peJiesiax 300POBBIX TKaHel [4, 5, 8]. 3amerieHue
ITOCTPE3eKIIMOHHOTO JIe(heKTa IPOBOIUTCS ITyTeM SHIOIIPO-
TEe3UPOBAHMSI WIN C IIOMOIIBIO MaJ00epIIOBOIO JOCKYTa
Ha COCYIMCTOI HOXKE, B JOIOJTHEHNE K KOTOPOMY MOXET
OBITh MCTIONIB30BaH aytorpadt [11, 14, 15].

YT006KI O0JIE€E TTOTHO OTPA3UTD CJIOXKHOCTU TUArHOCTUKHI
aJaMaHTUHOMBI, IIPEICTABISIEM KIIMHUYECKUM CITydai.

KnuHuyeckuin cnyvai

Y Oesouxu 4 nem 6 aseycme 2012 2. noseuaucs 6oau
6 obnacmu cpedreii mpemu 1egoli eonenu. Boimoanena penm-
2eHogpagus, eviasueuias owaz 8 601bulebepyosoll Kocmu.
Ilo mecmy mcumenscmea nocmaener npedgapumenvHbiii
duaeno3: pubposnas ducnaazus. B oxkmsbpe 2012 e. evinon-
HeHa 6HYMPUO4a208as pe3eKyusi ¢ NAACMuKol degexma
Kocmuo-naacmuueckum mamepuanom. lucmonoeuueckoe
uccnedosanue He NPoBOOUAOCH.

Bokmsabpe 2013 e. npu konmpoavHom 0bcaedoeanuu (peHm-
eeHoepapui) duazHocmuposar peyudus, no noeody 4eeo no me-
CIY JHCUMENbCMEA NPOBedeHO NOBMOPHOE ONEPAMUBHOE AeYe-
Hue — ydaneHue NamoA02U4eCK020 04aezd U 3aMeujeHue
KOCmH020 Odeghekma KOCMHO-NAACIMUYECKUM MAamepuaiom.
Tucmonoeuueckoe 3axaiouerue no Mecny Jcumenscmea: uopos-
Has ducnaasus. B okmsabpe 2014 2. no danubim penmeeroepagbuu
8bI56/1€H 6MOPOLL A0KAAbHYII peyudus. Podumenu pebenka camo-
cmosmensHo o6pamuiuce 6 Hayuonarvhwiii meouyurckui uc-
€1e008amMenbCKUll YeHmp 0emcKoll eeMamonoeull, OHKoA0UU
u ummyHonoeuu um. Jl. Poeauesa; Goinu pexomeH008aHbl 6bi-
noauenue MPT ¢ konmpacmuposeanuem (puc. 1) u nepecmomp
2UCMON02UMECK020 Mamepuana 6 aabopamopuu yermpa. Bo ecex
00pazyax mamepuana epupuUUUPOBAHa A0AMaHMUHOMA.

B dexabpe 2014 . evinonnero onepamusHoe aeveHue — ulii-
DOKAsA pe3eKyust Onyxoau Aeeoii 60abuedepyo8oti Kocmu ¢ niac-
muKoil deghekma aymompaHcnaAaGHMAmom UnCUAAmepatbHoll
Man00epyo6oil KOCMU Ha cOCYOUCIOU HOJCKe U OCMeOCUHme3
naacmuHoli ¢ yenoeoi cmabunvhocmuio. C yuemom manoeo gpae-
MeHma OUCManbHo20 omoena 6oabledepyo8oti KOCHU 30Hy pOCHa
NPUULIOCH 30010KUPOBAMb BUHMOM, NPOBEOEHHBIM MOHOKOPMIU-
KansHo, umo 6 6yoyuiem He NoMeulano 304e npoooalCcums ceoil
pocm (puc. 2). Tucmonoeuueckoe 3axarouerue: a0GMaHMUHOMA,
KAQCCUYECKUL 86apuanm, Kpas pe3eKuyuu 6e3 onyxone6oeo pocmd.
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Puc. 1. MazHumHo-pe3oHaHcHas momozpagus nesoli 6oablebepyo-
80l Kocmu: a — npamas npoexkyus; 6 — 60kosas npoexkyus. Bmopolii
JIOKaNbHBbIU peyuous adamaHmuHoOMs!

Fig. 1. Magnetic resonance imaging of the left tibia: a — frontal projection;
6 - lateral projection. Second local adamantinoma recurrence

Puc. 2. Permeerozpachus nesoli 6osbuiebepyosol Kocmu nocie 8binos-
HeHUs ee WuUpoKoU pe3eKyuu ¢ nracmukoli Oegrekma manobepyosbIM 1o-
CKYMOM U OCMeoCcUHMe30M NAACMUHOL ¢ Y2080l cmabubHOCMbI0

Fig. 2. X-ray of the left tibia after its wide resection with defect recon-
struction using fibula flap and osteosynthesis with a plate with angular
stability

Pebenok nHaxooduncs nod ouHamu4eckum HabarodeHuem
6 HauyuonanvHom meduyuHcKom uccie0o8amenbckom ueHmpe
OdemcKoil eemamonoeuut, OHKoa02uu U ummyHonoeuu um. /1. Po-
eayesa: evinoausauce MPT c konmpacmom u penmeeroepagus
onepuposarHoii oonacmu (nepevie 2 200a — 1 paz é 3 mec, danee
3eoda — 1 pa3z 6 6 mec, 3amem 1 paz é 200. Ilocae onepayuu
npoeooUNaCy UMMOOUAUZALUS 8 NIACMUKOBOLL NOBS3KE 6 me-
yeHue 6 mec, ¢ 7-20 mecsaya (peHmeeHon02u4ecKu Habada-
AACb KOHCOAUOAUUS AYMOMPAHCNAGHMAMA C PeuenUeHMHOIl
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30H01) paspeuiena ocesas Haepy3ka 0o 50 % maxcumanvHoll,
UMMOOUAU3AYUUS CHAMA U HAYAmMa paspabomka 08UNCeHULl
6 KONeHHOM U 201€HOCIONHOM CYCMAasax. 3a epems Haonio-
deHusi ommeuanacey eunepmpodus aymompaHcniaHmama
Ha ¢hoHe ocesoil Haepysku. C 10-e0 mecaya nauama noaHas
ocegas Haepyska. C 12-e0 mecaya nayuenmka Ha4aaa xo0ums
be3 donoaHumenvHoix cpedcme onopvl. DYHKYUOHANbHYLI
pesyavmam no wikane Musculoskeletal Tumor Society Score
(MSTS) — 90 %.

Cnycms 6 aem Ha gpoHe pocma pebeHKa Ha4ana NOAGASMb-
csl 8anbeycHas Oeopmauyus onepupo8aHHoil KOHEHHOCMU.
B cenmsbpe 2021 e. npunamo peuierue o nposedeHuU Xupypeuye-
CK020 8Meulamenscmea  obseme Koppusupyroueil 0cmeomomul
A1e60il 001bULedepL080ll KOCMU, PeoCmeocUHme3a nAACMUHO
¢ yenoeoii cmabdunvHocmoto. B dexabpe 2021 e. 6 x00e KoHmponb-
HOUl peHmeeHoSpaguu ommeueHa noAHAs KOHCoAUdayus obaacmu
ocmeomomuu, a 8 1eeoll no0KoAeHHOl obnacmu 3ano0o3peHo
obseMHoe MaeKomKaHHoe o0pazosarue. Boinoanena MPT ¢ kou-
mpacmuposaruem, noomeepouguiee Haluvue MeKOMKAHHO20
obpazoeanus pazmepamu 5 X 5 x 6 cm (puc. 3).

Pebenok eocnumanuzuposar 6 xupypeuveckoe omoeneHue
Hauyuonanbhoeo meOuyUHCKo20 Uccae008amensckoeo yeHmpa
OemcKkoil eemamonoeui, OHKoao2uu u ummyrosoeuu um. /1. Po-
eauesa, ede 8bINOAHEHO YoaneHue H0B000PA306aHUS 8 NPedenax
30opoebix mkaneil. [ucmonoeuyeckoe 3aKaiouerue: Kaaccu-
yeckas adamMaumuHoma, Kpas pezekyuu 6e3 onyxoneeoeo
pocma. Taxum obpazom, ¢ yuemom A0Karu3ayuu, 8eposmmuee
6cezo, cnycms &8 nem nocie yoaseHus ONYxXoau U cnycms
10 2em nocae 603HuKHOBeHUs 3a001€6aAHUS PA3GUAC MEMA-
cmamuueckuil peyuous a0amanmuHoMbl 8 pe2UOHAPHbIEe AUM-
gamuueckue y3zavl. Pebenok ocmaesnen nod dunamuueckoe
HabnodeHue, nepeyers SMantbix 00c1e008anUll CKoppeKmu-
Po6an: K exceco0HbiM penmeeroepaguu u MPT onepupogan-
HOIl obaacmu ¢ KOHMpacmuposanuem 006aeneHbl NO3UMPOH-
Hasi IMUCCUOHHAS MOMOPADUSL, COBMEUEeHHAs C KOMNbIO-
meproilt momoepagpueii (IIIT-KT), (1 pa3z é 12 mec) u yrompa-

Puc. 3. MazHumHo-pe3oHaHcHas momoepagus nesoli 6onbebepyo-
Bol kocmu. Memacmamuyeckuli peyudus adamaHmMuHoMsl siesol
60/1bUbEPYOBOL KOCMU 8 NOOKOJIGHHYI0 061aCMb

Fig. 3. Magnetic resonance imaging of the left tibia. Metastatic adaman-
tinoma recurrence of adamantinoma of the left tibia into the popliteal area

CapKombl KOCTei, MATKUX TKaHeit u onyxonun koxu Journal Bone and soft tissue sarcomas, tumors of the skin

Puc. 4. PenmeeHoepagus onepuposarHoli obnacmu yepe3 9 sem
¢ MomeHma onepayuu. [lonHas KoHconudayus u 2unepmpous masno-
6epyoso20 nockyma

Fig. 4. X-ray of the operated area 9 years since operation. Full
consolidation and hypertrophy of the fibula flap

38yK0860e uccaedosanue (Y3H) pecuonaproix aumpamuyeckux
V3106 (nookoneHHbIX, naxoenix) (1 pas é 6 mec) (puc. 4).

Cmoum 6oaee no0pobHo 06pamums 6HUMAHUE HA 2UCMO-
A02UHECKYI0 KapmuHy onyxoau. Adamanmunoma — ougasHas,
JNOKAAbHO A2PeCCUBHAsL ONYX0b, COCMOSUAS U3 INUMeAUANb-
HO20 U PuOPO3HO-KOCMH020 KoMnoHeHmos [4, 6]. Coommo-
UleHe KOMNOHEHMO08 8apuadenbHo, Kaxcobiii umeem nomeH-
yuan K dedughgpepeHyuposxe, om 4eeo HANPIMYI0 3A8UCUM
Ouon02UMeCK Ul NOMEHYUAA ONYXO0AU. Dnumenull npedcmae-
AeH NOASMU, MANCAMU U OMOeAbHbIMU eHe30aMu 6a3a10U0-
HbIX, 6epemeHO8UOHbIX Uru Ky60euoHvix kaemok. Ocmeogu-
Opo3HbLL KOMNOHEHM eapuabener no NAOMHOCMU KAeMOK
U KoAU1ecmey KoalaeeHa.

B Hawem cayuae 6 onyxoau npeeasupyem snumenuanb-
Hblil KOMNOHEHM 6 eUude noeli U OMOeabHbIX eHEe30 GepemeHO-
BUOHBIX U 8 MeHbUlell cmeneru KyOo8UOHbIX Knemok (puc. 5, a).
Sldpa codepacam eunepxpommbiil XpOMaAmuH, Yumoniazma 6e3
Yyemkux KoHmypos, amuguavras. Ommeuaemcs 8blcOKas
MUMOMuU4ecKas u anonmomueckas akmusHocms (puc. 5, 6).
Onyxonb UHBA3UBHO 8pACaem 6 npuaeearoujiie MsaeKue mka-
Hu (puc. 5, 8). s dugpgheperyuanvHoii duazHocmuKky ¢ cu-
HOBUAABHOLL CAPKOMOU BbINOAHEHO UMMYHOUCOXUMUYECKOe
uccaedosanue ¢ aumumenamu PCK AEI/AE3, EMA, bcl2,
CD99, TLEI. Dnumenuansholii KOMNOHEHM ONYX0AU NOAO-
acumenen k PCKAE1/AE3 (puc. 5, &), peakuuu ¢ ocmanvHbl-
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Puc. 5. fucmonozaudeckas KapmuHa a0amaHmMUHOMbI: G — 3NUMeNUabHbILT KOMNOHeHM 8 8ude noJell U omoesbHbIX 2He30 8epemeHOBUOHbIX
U 8 MeHbleli cmeneHu Kyb60BUOHbIX KNemoK; 6 — BbICOKAA MUMOMUYECKAs U anonmomuyeckas aKmusHoCmb; 8 — UHBA3UBHOE BPACMAHUE
onyxo/iu 8 Npuse2arujue MaeKue MKaHu; 2 — 3nUmeauabHblli KomnoHeHm onyxosau nonoxumeneH kK PCK AE1/AE3

Fig. 5. Histological characteristics of adamantinoma: a — epithelial component in the form of fields and individual nests of spindle-like
and to lesser extent cubic cells; 6 — high mitotic and apoptotic activity; 8 — invasive tumor growth into the neighboring soft tissues; 2 — tumor

epithelial component is positive for PCK AE1/AE3

Mu aumumenamu ompuyamenvtvie. Ocobennocmu mMopghonoeuu
A0ep snumenust, 8bICOKAsI MUMOMUECKAs U ANONMOMUHECKAs!
AKMUBHOCTb, UHBA3UBHDBLL POC 8 NpUAeearoujle MaeKue mKa-
HU OblaU pacleHerbl Kak npusHaku deduggepenyuposxu.

06cyxpeHue

AHanm3 JaHHBIX JTATEPATypPHl ITOKA3bIBaeT BHICOKHE
mokasatenu 5- u 10-J1eTHei 00111eit BEBDKMBAeMOCTH T10CTIE
MPOBEICHUS PAIVKAIbHOM XUPYPTUIECKOM PE3CKIINU: OKO-
110 95 1 87 % cootBeTcTBeHHO |5, 10, 12]. YacToTa BO3HUK-
HOBEHMSI JIOKAJIBHBIX PEIIMAMBOB BapbUpyeT B IIpeaesiax
18—32 % u, Kak NpaBuJio, SIBIISIETCS CIEACTBUEM Hepaau-
KajgbHOI pe3eknuu. I1o maHHBIM pa3IMYHBIX aBTOPOB,
y 7—15 % naiueHTOB, OTMEUYAeTCsI MOSIBJICHUE METACTATH -
YECKOTO IMOPaXeHMsI, KOTOPOE MOXKET BO3HUKHYTh CITyCTSI
TECATWIETHS TTOCIIe TTIOCTAHOBKM ArarHo3a. Kak npasuiio,
MeTacTa3bl pa3BUBAIOTCS B JISTKUX 1 TUMMATUICCKUX Y3/Iax,
pexe — B ckenere, nieyenu [4, 5, 10, 12]. Takxke BcTpeua-
FOTCS e IMHUIHBIC COOOIIEHUS O CIIyJasX METaCTa3MPOBAHMS
B TOJIOBHOM MO3T, KOXy [16, 17].

BonBIIMHCTBO aBTOPOB CBSA3BIBAIOT PA3BUTHE METACTATH-
YeCKMX PELIMANBOB C HEPAIUKAIBHOM PE3CKILIMEN TIEPBUYHO-
ro oyvara [4, 11, 14]. TTomMrMO 3TOro CTOMT 0OpaTUTh BHUMaHVE
Ha HaOImomeHMsT oTneIbHBIX crieranictoB. Tak, M. T. Houdek
U COABT. BBISIBWIM, YTO PYCK BO3HMKHOBEHUST METACTATHYEC-
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KUX pELMIMBOB BhIILE Y TTAalMeHTOB Mitaaie 20 JIeT 1 y 001b-
HbBIX Mykckoro 1ona (p <0,05) [11]. E. Schwarzkopf u coaBT.
B CBOEi1 paboTe OTMETIIM, YTO TAKUE PELMINBBI PA3BUIIUCh
y 3 malMeHTOoB, KOTOPbIe M3HAYAIBEHO UMENTN MYJIETU(DOKATb-
HOE IopaxkeHue 00JIbIeOepLIOBOI KOCTH, a TAKXKE TO, YTO
peLMaUB COMPOBOXKIAETCS 60jiee arpeCCUBHBIM TEUCHUEM
3a001eBaHys [5]. B cBsI3M ¢ 3THMM TOCIIe yaneHus aqaMaHTH-
HOMBI HEOOXOIMMO TILATEIBHOE JOITOCPOYHOE HAOMIONEHIE,
MOCKOJIbKY PaHHsISI AMArHOCTUKA MMEET OOJIbIIOE 3HAYEHUE
JUISL ee JIeYeHUs Y MPOrHOo3a BO3HMKHOBEHUS PELIMIUBA
M METACTA3UPOBAHUS.

3aknioyeHue

AmamMaHTMHOMAa — KpaiiHe pelnKas 3JI0KadyeCTBEHHast
OITyXO0JIb, IIOpaXalolias B OCHOBHOM [UTMHHBIC TPyOJaThie
KOCTH U B TIEPBYIO o4Yepeab 00IbIIe0epLIoBYIO KOCTh. O1ry-
XOJIb TPYIHO AUATHOCTUPYETCS, IUTMTEILHOE BPEMS MOXET
CYIIIECTBOBAaTh OECCUMIITOMHO. B CBSI3M ¢ 3TUM OpTOTIEABI
pY TTOAO3pEeHUM Ha (PUOPO3HYIO WM OCTEO(DUOPO3HYIO
JTUCIIIA3UIO JOJIKHBI UMETh OHKOJIOTMIECKYIO HAaCTOPO-
JKeHHOCTb, HAIIPaBUTh ITAIIMEHTA K OHKOJIOTY U ITOCJIE CO-
BMECTHOT'O 00CYXKI€HUS IIPUHSITh pellieHre 0 HeoOXoau-
MOCTH THCTOJIOTUYECKOTO ITOATBEPXKICHUS AMArHO3a.
Icromormyeckuii MaTepral HEOOXOIMMO IepecMaTpHBaTh
B pedpepeHc-1ieHTpe. [TOCKOIBKY OMyX0Jib MOXET MeTa-
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CTa3MpOBaTh, IIPU MOATBEPXKACHUN IUATHO3a HYXKHO IIPO-
BOJIMUTH BeChb CcrieKTp ucciaegoBanuii: MPT nopaxkeHHOTo
cermMeHTa ¢ KoHTpactupoBaHueM, KT opraHoB rpymHoit
KJIETKM ¢ KOHTPAaCTUPOBAHMEM, OCTCOCIIMHTUTPADUIO
¢ rexaeunem uiu [NOT-KT, Y3U pernoHapHbIX tuM@aT-
yecKuX y3710B. [TalmeHTaM rmokas3aHa pagvkaibHas en-block
PE3eKIINs, IIPOBOANTH BHYTPHOYATOBYIO PE3CKIINIO HEMTb3SL.
BrimorHeHMe yoaneHus] perioHaIbHBIX JIMM(aTHIeCKIX
Y3JI0B, C YIETOM IAaHHBIX JINTEPATYPhl, TMCKYTaOEIbHO.
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