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AHeuocapkoma — 310KA4eCMEeHHAs ONYX0ab SHOOMEAUANbHO0 NPOUCXOXCOeHUs!, KpaliHe PeOKo 6CIMpedarouascs 8 panHeM 0emcKoM eo3pacme.
Aannbiii cayuaii npedcmagasiem coboil onucanue 2U2aHmcKoil ONyXoau, Nopasusuieli OKOAOYUIHO-HCeBAMENbHYI0, NOOeAOCmHYI0 006aacme,
€ pacnpocmpaHeHuem 6 2aiiMoposy nazyxy U Ha 004acmb OCHOBAHUS yepena. Imom cayHail A613emesi CamviM PAHHUM NO 803pACIY U3 8CeX, KOMOpble

Ham yoanocs Halimu 6 omeuecmeeHH ol U 3apy0edlcHOll Aumepanmype.
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Giant angiosarcoma of the skull base in a 6-month-old baby (a review of literature and the author’s clinical observation)

M.V. Bolotin
Research and Practical Center for Medical Care to Children, Moscow

Angiosarcoma is a malignant tumor of endothelial origin, which occurs very rarely in early childhood. The paper describes a case of a giant tumor that
involves the parotid, masticatory, submaxillary area, by invading the maxillary sinus and skull base area. This case is earliest among all we have suc-

ceeded in finding in the russian and foreign literature.
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Bsepenue

AHTHOCAapKOMa (3710KaYeCTBEHHAs] TeMaHTMOSHIOTe-
JIMOMa, TeMaHTMOCAPKOMa, 3JI0KAYeCTBEHHAs] aHTMO3HIO-
TeTMOMa) — penKas 3JI0KAYeCTBEHHAsT OMyXO0JIb SHIOTEIN -
albHOTO TIporcxoxaeHust. OHa coctapisieT He 6onee 0,3 %
Cpenu BCeX CapKoM MSITKUX TKaHeil y nereit [1]. 3aboneBae-
MOCTB B cpenHeM — 2—3 ciydas Ha 1 000 000 B Tox [2, 3].
HoBoobOpa3oBaHue MOXET JTOKaTM30BaThCS B JIIO0O 4acTh
Tesa, OMHAKO HauboJiee YacTo OIMyXOJib BCTpevyaeTcsl B 00-
JIACTU MSITKUX TKAaHEH TOJIOBBI U TIeU, HECKOJIBKO PEXe T0-
pakaeTcs raiiMopoBa Tasyxa U BTOPUYHO — TIOJIOCTh HOCa
Y Ipyrue TpuaatouHbie maszyxu [3, 4]. MyxuuHbl 6ojeoT
HECKOJIBKO Yarlle, 4YeM XeHIuHbI. [lepBuuHbIe aHTrocap-
KOMBI OCHOBaHUA 4Yepera y IeTell BCTpeYaloTcs KpaiHe
penxko. B MupoBoii tutepaType MMEIOTCSI OTMMCAHUSI JIUIIIb
eIMHUIHBIX CIy4Jaes [2, 5].

[Mpenpacnonaratoumu  akTopaMu K pa3BUTHIO 3a-
OoneBaHus SABISIIOTCS JTydeBast Tepanust (JIT), Tokcuueckoe
BJIMSTHUE MBIIITBSIKA WJIM BUHWIXJIOPUIA BO BpeMst OepeMeH-
HoctH [2, 4]. Y meteii onmrcaHo coyeTaHUE aHTUOCAPKOMBI
C PSIIOM HACJIENCTBEHHBIX 3a00JIeBaHMIA, TAKMX KaK CUH-
JapoMm Aiikapau [6], Heitpobubpomaros [8].

Kimanyeckast kKapTiHa BO MHOTOM OTIPENENISIETCST TIep-
BUYHOI JioKanm3auueir obpasoBanus. [lpu pacronoxe-
HUM OITyXOJIM B OOJIACTU MSTKUX TKAHEH JiMla Ha Hayaslb-
HBIX CTaausix 3a00ieBaHUS OMpeNessieTCsl MPUITyXJIOCTh
OKPYIJIO WU OBAJIbHOU (hOpMBI, 63 YETKUX KOHTYPOB,
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MaJIOTIOABYKHAS, C MH(MIIBTPALINEN OKPYKAFOIIIX MSITKIX
TKaHel, ¢ TeHaeHmel K pocrty. [Ipy moctmkeHun 3HaIU-
TEJIbHBIX Pa3MEPOB KOXXa HaJl OTyXO0JIbI0 MOXET UCTOHYATh-
cs1, IprOOpPETaTh OGarpoBO-CUHIOITHBIN IIBET, B JaJTbHEUIIIEM
OTIyXOJIb TIPOPACTAET KOXY U BBIXOIUT HA €€ TOBEPXHOCTh
B BUJIE OMYXOJIEBBIX MACC, MHOTAA C U3bSI3BJICHUEM, HEPEI-
KO KpoBotovaumx. [Ipy mopakeHUU MPUAATOYHBIX Ma3yx
HOCa, OCHOBaHUSI Yyepera, HOCOTJIOTKY YaCThIM TIEPBUYHBIM
CUMIITOMOM SIBJISIETCSI 3aTPyTHEHUE HOCOBOTO IIbIXaHWSI,
PeMIUBUPYIOIIME KPOBOTEUEHUsI, TOJIOBHBIE 0OJM, TIape3
YeperTHO-MO3TOBBIX HEpBOB. OT TMepBBIX MPU3HAKOB 3a00-
JIEBAHUS 10 TIOTaNaHusl OOJLHOTO B CIEIMATM3UPOBAHHOE
JieueOHOe YUpexkIeHNe B CPEIHEM ITPOXOIUT OKOJIO 4—5 Me-
CSLIEB.

HuddepeHnanbHblil TMarHo3 B MEPBYIO OYEpeb Clie-
JIyeT TIPOBOJUTH C TEMAaHTMOMOM, IOBEHWILHON aHTHO(U-
6pomoit, capkoMoit Kanomu, aHruonnmbouaHoi rumep-
IJ1a3uen.

B 3aBrCMMOCTH OT pacnpOCTPaHEHHOCTHU OITyXOJIEBOTO
Tpolecca, HATMIMSI/OTCYTCTBUSI PETMOHAPHBIX METaCcTa30B,
BOZMOXHOCTH BBITIOJTHEHUST PaIKATLHOTO OTNEpaTUBHOTO
BMeIIaTenbcTBa, EBporneiickasi Tpyrma 1Mo u3y4eHuto cap-
koM Msirkux TKaHeit (EpSSG) pekoMeHmyeT crpaTtruduiim-
pOBaTh OOJILHBIX HA TPYIIITBI HU3KOTO, CPEIHETO, BHICOKOTO
1 OYeHB BEICOKOTO pricka (Tabm. 1) [9, 10].

BonbHBIM HU3KOTO PUCKA BBITIONHSIETCS TOJBKO OITe-
paTMBHOE BMEIIATEILCTBO, OOJILHBIM CPEIHETO PHCKa Mpo-



Tadmuua 1. Cmpamuguiayus 601bHbIX HEPAOOOUOHBIMU MALKOMKAHIMU
capkomamu Ha epynnol pucka coenacho npomoxoay CWS-2009

Ipynna pucka Cocrosnue JIY IRS cragus Pa3zmep onyxom
Huskas NO I Mesnee 5 cm
NO 1 Bonee 5 cm!
CpenHsas NO 11 JT1o6oit
NO 111 Menee 5 cm?
NO 1 bBonee 5 cm
Bricokas
N1 11, 11T JIo6oi
OveHb NO/NI v JTi06oii

BbICOKaA

! Boicoxodugpgpepenyuposantvie onyxoau (Grade 1) 6onee 5cm IRS 1
nONaodarom @ 2pynny HU3K020 PUcKa.

2 Huzxoouggpepenyuposannvie onyxonu (Grade 11, 111) menee 5 cm
HONAaodarom 6 2pynny 8bICOK020 PUCKd.

BOOUTCS KOMOMHMpPOBaHHOE JjiedeHHe B couetaHuu c¢ JIT
Ha noxe omnyxonu B COJI 50,4 Ip 1 gobaBieHreM TTOINXH-
MMOTEPAITAX TSI TPYIIIT BBICOKOTO Y OYEHB BHICOKOTO pHCKa
(tabu. 2) [11-13].

Tadmuna 2. Obwas cxema newenuss 60AbHbIX HepaAOOOUOHBIMU MACKOMKA-
HbLMU CAPKOMAMU 6 3A8UCUMOCIU OM 2PYRAbL PUCKA CO2AACHO NPOMOKOAY
CWS-2009

IIXT Ipynna pucka JlyueBas Tepanus
Hert Huzkuit Her

Her CraHmapTHBIA 50,4 Ip

6—8 KypcoB Boicokuii / oueHb

IXT BBICOKUI 0,41Ip

PagukanbHOCTh XUPYPru4ecKoro BMelIaTeIbCTBA SIB-
JISIETCSI OCHOBHBIM (DaKTOpPOM, OIPEACIISIOIIUM IIPOrHO3
3aboneBaHus1. OmMHAKO TpH OOJBIIMX pa3Mepax OMyXOJu
U JIOKaJIM3alMK OMyXOJu B 001aCTM OCHOBAaHHUs 4eperia
B psilie CIy4aeB BbIIOJHEHUE PalUKaIbHOIO ONEPAaTUBHO-
ro BMelIaTeIbcTBa HEBO3MOXHO [12, 13].

JIT, xak mpaBuIO, TPOBOAUTCS B TTOCIEONEPALIMOH-
HOM IIEpUOAEe WM C NMa/UIMAaTUBHOM LIEJbIO IIPU HEBO3-
MOXHOCTH BBIIIOJIHEHUSI OIEPATUBHOIO BMeEIIATEIbCTBA
[2, 14].

Huxe MBI MpUBOAMM OMNMCAaHME COOCTBEHHOIO Ha-
OmogeHNs peOeHKa ¢ TUTaHTCKO aHTMocapKoOMO
OKOJIOYIIIHO-KeBaTeJIbHOI 00J1aCTH.

Knunuyeckui cny4aii

Peberok om uemeepmoil bepemennocmu, npomexasuleii
¢ mokcukosom 6 I11 mpumecmpe, cpouHbIX CAMOCMOAMENHBIX
podos 6 eunokcuu. Ipu poxcoenuu pocm 52 cm, eec 3800.
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Ilpu poxcoenuu y peberka 6viao0 00HAPYIHCEHO HOB00D-
pasosanue 8 NPAsoil OKOAOYUIHO-JICCBAMENbHOU 0baacmi,
umeroujee menoenyuro Kk pocmy. Ilo mecmy xcumenvcmea Ovin
sbicmagaen 0uazHo3 «aumpareuoma». B mevenue 4 mec npo-
800unach HecheyupuuecKas npomuBo8OCNAIUMEeNbHAs, AHMU-
baxmepuanvras mepanus. Ha gpore nposodumoii mepanuu om-
Mmeuen OypHbiti pocm onyxoau. Hanpaenen ¢ HITL[ ons nevenus.

ITlpu nocmynaenuu: cocmosnue pebenka msdicenoe 3a
cHem HAAUMUSI 02POMHOIL Pacnadarouwelics Onyxoau HNpagoil
OKON0YUHO-)ICeBamMenbHOU 00AacmiL, ¢ pacnpoCcmpaHeruem Ha
WEUHYI0, BUCOUHYIO, NOOHEAIOCMHYI0 001aCMb, A MAKIce 8 NOO-
8ucouHyio amky (puc. 1).

Puc. 1. Brewnuii 6ud 601vH020 00 onepayuu (2ueaHmcKux pazmepos onyxony,
3aHUMaem NPAKmMu4ecku 6Cio npagyio noaosuHy auuya. Ha omoenvhoix yuacm-
Kax omme4aemcsi pacniaeneHue KoJcHbIX NoKpo8os)

Pebenky Ovina evinonHena KoMRbIOMeEPHAs Momozpapus
npUOamMo4HbIX NA3YX HOCA, OCHOBAHUS Yepena ¢ KOHMpAacmu-
posarnuem neekux. Ilo peynbmamam nposedennozo 0ocaedo-
BQHUSL BbIABNCHO 00BEMHOE 00paA308aHUe KUCMO3HO-COMUOHOU
cmpykmypot 00 25 cm 6 duamempe, 3aHUMAIOWEe OKOAOYUIHO-
JcesamensHylo 00aacmob, pacnpocmpausiowjeecs Ha nooue-
AOCMHYI0 06aacmy, hapagapuHeearvHo U Ha 06AacMs OCHO-
BQHUSL 4epena, OMMeCHsIWee MazUcmpanbile cocyobl wieu
Meduanvho. MHmMpaKpanuantbHo2o pacnpocmpanenus He 8biae-
AeHo. Onyxons paspyuaem 1amepanbHylo CMeHKy 2aiiMoposoi
nasyxu u, pacnpocmpanssce 6 Hee, 8bl3bleaem O0ecmpyKYUH
B8ePMUKANbHOU 6emeu HUMCHel yearocmu (puc. 2a, 6). lanHbix
3a MemacmamuvecKoe nopadceHue aeeKux He noayeHo. Yuu-
mbl8asi pacnpoOCMPAaHeHHOCHb ONYX01e6020 Npouecca, npu-
3HAKU Pacnada onyxoau ¢ yepo30ii MaccugHo2o KpogomeeHusl,
HesicCHOCMb MOpghon02UuHeck020 OUazHO3d, Ha Nepeom dmane pe-
OeHKY peuleHO 6bINOAHUMb CPOUHOE ONEePAmUBHOe eMeuament-
cmeo 6 obseme yoaneHusi Onyxoau.

Ha onepauuu onyxonv 3aHumana npaKmuvecKu 6cro
OKON0YUHO-)ICeBaMenbHyl0  004acmyb, PACNPOCMPAHSASCy HA
WeUHYI0, BUCOYHYI0 00/1acmb, NOOUeAloCmHYI0 U daidee na-
paghapuHeeanbho 00 OCHOBAHUSL Yepena U NOOBUCOUHYIO MKY
(puc. 3a). Ilocne mobuauzayuu macucmpanbHoiX C€ocyoos
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Puc. 2. [lannvie komnviomeproii momoepaguu: a — Ha aKCUANbHbIX CPE3AX BbIAGAAEMCS 2UAHMCKUX PA3MEPO8 ONYX0ab, 3aHUMAIOW,as NpAKmu4ecKu
6CI0 NPABYI0 NONOBUHY AUYA, BbI3bIGAIOW,ASI 0eCMPYKYUIO AAMEPAAbHOU CIMEHKU 2aiMOPO8OI NA3YXU U NOAHOCIbIO 8bINOAHAIOWASA hocaedHiol. Onyxonb
pacnpocmpanaemcs hapagapuneeanvho; 6 — Ha KOPOHAPHBIX CPe3ax GblABAEHO, YO ONYXO0Ab PACHPOCMPAHACINCA K8ePXYy 00 OCHOBAHUS Yepena, OmmecHss
MazucmpansHuie cocyobl meduanvHo u k3aou. Ilpusnakoe pacnpocmpanerus onyxoau He 00HapY’ceHo

Puc. 3. Buo onyxoau 6o 8pems onepayuu: a — 5manst MOOUAU3AUUY ONYXOAU;
0 — 8U0 parbl nocae yoaneHus onyxoau. Beidenenst u npocaexcerst do 6xoda
8 OCHOBAHUE Hepena Masucmpanbible cocyobl utel (6HympeHHsIs APemMHAs 6eHA
U BHYMPEHHSAS COHHAS apmepus), No0sA3bI4HbLIL Heps. JTuyesoil Heps npoxodun
6 moauje onyxonu u 6vin nepeceye. Peseyuposara eepmukanvhas 6emes
HUDICHell Yeatocmu, 1amepanbhas CMeHKa 2atiMoposoti nazyxu.

Koney omcoca Haxooumcsi 6 eaiimoposoii nasyxe

8 00nacmu NOO4eNIOCHHO20 MPEYeONbHUKA ONYXO0Ab NpeuMyule-
CMBEHHO OCMPbIM NYMEM YOaNeHa MAKPOCKONUMecKU 8 npede-
Aax 300posvix mxaweil (puc. 36). Onepayus conposoicoarach
MACCUBHOIL KPOBONOMEPell CO CHUNCCHUEM YPOBHS 2eMO2N00UHA
do 35 e/a. Tlposodunace eemomparc)y3usi KOMROHEHMOB KPOBU.
Tlocreonepayuonroe meuenue enadkoe, 6e3 ocrodxicHeruil (puc. 4).

Ilpu eucmonoeuveckom uccaedosanuu oOnyxonb Umeem
cmpoeHie aHeuocapkomol 3-li cmeneHu 310Ka4ecmeeHHOCHU.
Onyxoav épacmaem 6 depmy. B kpasx pesexkuyuu onyxonesgvle
KAemKU He 0OHapYJceHbl.

B danvueiiwem peberok 6vin cmpamuguyuposan coenacHo
npomokony CWS 2009 orsa aewenus capxom msaeKux mxaueil.
Yuumoisas eueanmckue pazmepvl Onyxoau, HeCMOMps HA pe-
3YAbMAamMbl HOCACONEPAUUOHHO20 MOPPOA0UHECKO0 UCCAe00-
BAHUSL, ONEPALUS MUKPOCKONUHECKU NPUSHAHA HEPAOUKANbHOU

68

o/ W0 i B
Puc. 4. Buo 6oavHoeo uepe3 10 0reli nocae onepayuu

(IRS II) u ¢ yuemom eucmonoeuu pebeHok Obin cmpamugu-
Yuposan 6 epynny cmanoapmuozo pucka (maba. 2). Oduako,
VHUmMbBIBAS Manblil 603pacm pebeHKka (5 mec) u HeB03MONCHOCHb
npoeedenus JIT Ha aodxce onyxonu, ObLI0 NPUHAMO DeuleHue
0 nposedenul 6 Kypcos NoAUXUMUOMEPanulL.

06cyxnaeHue

B 3apyOexkHoli TUTepaType UMeeTcs: O4eHb HEOOJIbIIOE
KOJIMYECTBO CTaTel, IOCBSIIICHHBIX TaHHOM ITpobJieMe y jie-
Teil paHHETo Bo3pacTa M OHM MPEICTABICHbI B BUIE CAMHUY -
HBIX OMMCAHUI KJIMHUYECKUX CITydaeB.

Tak, Gayathri Mandya Renukaswamy, Simone J.
Boardman et al. [15] npuBoasar onucaHue pedeHka 1 rona,
KOTOpBII HAOMIOAAICA Y HUX B LIEHTPE C aHTMOCAPKOMOM



OCHOBaHUs yeperna, opaxasliieil 00a KaBepHO3HBIX CUHY-
ca, pacrpoCTpaHsBIIIeNCs] KHU3Y Ha 00J1acTh OpOUT uyepe3
BEPXHETIA3HUYHYIO 111eJTh, @ TAKXKE B HOCOIJIOTKY. YUUTHIBAsT
pacrpocTpaHEHHOCTD TMPOLEcca, OIMyXoJb OblIa MpHU3HAHA
Hepe3eKTabeJIbHOM U 00JbHOMY Oblia MpoBeneHa IMOMbIT-
Ka monuxuMuoTepanuu. Ha dhoHe mpoBoauMoro jedeHust
OTMeueHa OTpUIIaTeSbHas AMHAMMKA B BUIIE JaJbHEHIIIETO
pocTa OITyXOJIN U YCyTyOJieHUsT HEBPOJIOTMYECKOW CUMIITO-
MaTuku. bobHO ObUT MpU3HAH UHKYPAOETbHBIM U MTOTUO
B TeueHUe 2 MeC OT MPOTrpecCUpoBaHMsI 3a00JIeBaHMSI.

R.J. Mark, J.C. Poen et al. [16] npoBe/iu aHanu3 67 ciy-
YaeB aHTMOCAPKOMBI y B3POCJIBIX, KOTOpPbIe HaOMIONaInCh
Yy HUX B LIeHTpe 3a nepuof ¢ 1955 mo 1990 roawl. Bospact
MaLyeHTOB Koyedaics ot 6 1o 83 (MeauaHa — 62 rojga) Jier,
HauboJiee yacTast JJoKau3alust — rojiosa u 1est (43 % — 28
6osbHBIX). BEIOOp MeTona JieueHUsT OMpeAessics pacipo-
CTPaHEHHOCThIO MPOLIECCa U CTETEHbI0 B HEepeHITMPOBKH.
OnepaTiBHOE BMELIATEILCTBO OBUTO BBIMOJHEHO 56 6OJIb-
HbIM: 23 — TOJIBKO OTlepaTUBHOE JieueHure, 12 — ¢ mocaemyro-
weit JIT, 13 — B coueTaHnu ¢ NOCAEO0NEPALIMOHHON XUMUO-
Tepanuei, § — ¢ Mocyienyoleil XUMUOTy4eBO Tepanuei.
Tpem 6osbHBIM MpoBeaeHa ToJIbKO JIT 1 8 — xuMuoryyeBoe
JieueHue. JIOKIbHBIA peluauB pa3BWiIcA y 24 OOJBHBIX,
y 18 BOJBbHBIX — JIOKAJIbHBIN pelIMIUB U OTAAJIEHHbIE MeTa-
ctasbl, y 10 — ToNbKO OTHAIEeHHbIE MeTacTa3bl. 2KuBbl 6€3
MpuU3HaKOB 3a0o0eBanus 15 naieHToB. Cpeau 52 60JbHBIX
¢ petuanBoM 3ab6oseBanust — y 40 (77 %) pelauB pa3Buics
B TeUYeHMe nepBbIX 2 jeT. Ob1uas 5-1eTHss 6e3peuauBHas
BBIKMBaeMOCTb cocTaBwia 35%. Haumbosee 3HauMMBIMU
dakTOopaMu, BJIUSIOIIAM Ha MCXO/ 3a00J1eBaHUs1, ObLIU:
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*  pasMep oOpa3zoBaHusl (Oe3pelLMauBHAS BbLKUBaE-
mocTh coctaBuia 32 % ans craguun T1 v muius 13 % ms cra-
nuu T2);

*  creneHb AuddepeHIIMpoBKU (6e3peliarBHasT Bbl-
KMBAEMOCTb cocTaBuia 44 % [is BeicokonudbepeHInpo-
BaHHBIX (opM 1 Juiib 20 % 1151 HU3KoaudepeHIIpoBaH-
HbIX (hOpM).

3aKnioueHue

AHTMOCapKOMa — 3JI0KaYeCTBEHHAST OITyXOJTb SHIOTE -
TLHOTO TIPOMCXOXIEHMSI, KpaifHe PENKO BCTPEYaloIasicst
B paHHeM JeTCKOM BodpacTe. OHa cocTtabisieT He 6ostee 0,3 %
Cpeny BCeX CapKoM MSITKMX TKaHeil y neteii. 3a001eBaeMoCTb
B cpeqHeM — 2—3 cirydast Ha 1 000 000 B roa. JleueHue npu
YCJIOBUY pe3eKTabeTbHOCTY OIMyXOJIM Ha TIEPBOM JTarie BCer-
Jaxupyprudeckoe. B nanbHeleM B 3aBUCMOCTH OT TAHHBIX
TUCTOJIOTUU, PAIUKATIBHOCTH BBITIOJTHEHHOTO OTIEPAaTUBHOTO
BMEIIIATEILCTBA ¥ PA3MEPOB MEPBUYHON OITyXOJIM TIPOBOUT-
cs1 JIT wir KoMOMHUPOBAaHHOE XMMUOIYYEeBOE JICUEHUE.

ITporHo3 3aboieBaHus onpenesnsiercs 2 (pakropamu:

*  PaIUKAaJIbHOCTHIO BBHIMOJIHEHHOTO OINEPaTUBHOTO
BMEIIATeTbCTRA;

*  cTeneHblo AMPGEPEHLIMPOBKU OITYXOJIH.

HuskonuddepeHuypoBanHeie omyxonu (Grade 1II)
00J1a1a10T BBICOKO arpeCCUBHOCTBIO Y UMEIOT KpaliHe He-
OJIaroNpUsITHBINA TPOTHO3 € 00Ilei Oe3pellMaAUBHON BbI-
SKMBAeMOCTBIO, He TpeBbimaomeir 20%, B T0 e Bpemst
BbicokonuddepeHpoBaHHbie onyxoiu (Grade I) umeror
OTHOCUTEIBHO OJ1arOTNpHYsITHBIN MPOTrHO3 ¢ 00111ei Oe3peru-
JVBHOM BbIKMBaeMOCThIO GoJiee 45 %.
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