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Karouesvte caosa: CAPKOMbI MATKHX TKaHe#, MArHATHO-PE30HAHCHAA TOMOFpa(l)I/Iﬂ, BHECKEJICTHASA MUKCOUIHAS

XOHAPOCAPKOMa, PeAKHE ONMyXO0JIH Y JeTei

B coo0menun npeacTaBiieHO0 KIMHUYECKOE HADJI0IeHNe O PeIKOii 3JI0KaYeCTBEHHO! OMyX0JM MATKUX TKaHeil y 9-jeTHeii
JieBOYKHU. B pe3yibrare moJiHOro KJIIMHUYECKOro M MHCTPYMEHTAILHOTO METOI0B 00CJIe0BAHNS ObLI ONPe/ieJIeH MPeACTOSIIMiA
00beM ONEPATUBHOIO BMECIIATEJIHCTBA U BBINMOJTHECHA PATUKATIbHAA onepaius.

BBenenmne

BHeckeneTHas MUKCOMIHAS XOHIpOcapKoma
(BMX) — oueHb penkasi 3710Ka4eCTBEHHAsT OITYXOJIb
MSITKUX TKaHel, KOTopas yallie BCTpedaeTcs y JIUII CTap-
e 35 J1eT, Ho Takke BO3MOXKHA U B IETCKOM BO3pacTe.
B muteparype mpenctaBieHO HECKOJIBKO KITMHUIECKIX
HaoOoneHN M 3a 00J1bHBIMU ¢ BM X, MakcuMainbHOE KO-
JN4YecTBO HAOoaeHu 87 matreHToB ¢ 1975110 2008 1.
ObL10 oryosmkoBaHo KomaHaoi u3 CIIA, B koTopyio
BOILIUIM MauueHTHl oT 15 mo 82 met [1]. OtmenbHBIE
KnHnYeckne HadmoneHnss BMX y nereil pa3nuaHoro
BO3pacTa HacuuThiBalOT 17 3a00meBiux [2—4].

[Tpu 5TOM OTMEUaeTCs ITpeodIaTaHme JTAII MY>KCKO-
ro 1moja B cootHomeHnn 2:1. Okomno 80% omyxoneit
JIOKAJIN3yeTCs B 00JIaCTH KOHEYHOCTEM, TIPEUMYIIIe-
CTBEHHO Ha Oe/ipe 1 B TTOAKOJeHHOM obmacth, 20% —
Ha TYJOBHUIIIE.

BHeckeneTHas MUKCOMIHAS XOHIpOcapKoma
OTJIMYAeTCS OT APYTUX CApKOM CBOCH YHUKaIbHOI
TUCTOJIOTHEH M XapaKTepHON XpOMOCOMHOM TpaHCIIO-
Kaluei, 00bluyHO pacrnosiokeHHo! B 1(9;22)(q22;q12.2),
HeboJibias yactb BMX nmeeT Apyryio TpaHCIOKaLIUIO
t(9;17)(q22;q11.2). UMMYHOTMCTOXUMUYECKH OITYyXOJIb
XapaKTepu3yeTcsl MoJIOXKUTeIbHOU peakiiueid Ha S100
MPOTEUH U BUMEHTUH U OTPULIATEIbHOM Ha MUTETU-
aJibHble MapKepbl, TaAKME KaK SMUTEJUaTbHbIA MEM-
OpaHHbBIf aHTUTEH U LIUTOKEPATUHBI.

BHeckeneTHast MUKCOMIHAS XOHAPOCApPKOMa OTHO-
CUTCS K TPOMEKYTOUHOMY KJIaCCy OIyXOJIeit, YTO MO~
TBEpK/I1aeTCsl UCCIeTOBAaHUSIMU C IJTUTEIbHBIMU MepUO-

Adpec 04 KoppecnoHOeHyuu

Bapo6amosa A.C.
E-mail: afina.barbashova@mail.ru

JlaMU1 HaOJTIOIEHM ST, KOTOPBIE TEMOHCTPUPYIOT BHICOKUIA
YPOBEHb MECTHOTO PEIIMANBA OITyXOJIN U OTIAJICHHBIX
MeTacTa3oB, HECMOTPSI Ha UTMTEIbHOEe KIMHUIECKOe
teueHue [1, 2]. UMeHHO Mo3TOMY B HACTOSI1Iee BpeMsi
€/IMHCTBEHHBIM PalMKaIbHbIM JIeYeOHBIM MEpPOMpH-
SITUEM SIBJISIETCS IIIMPOKOE MCCeUeHUe OMyXOJu ¢ UIn
0e3 JlyueBOii Tepanuu Mpu JOKaJIW30BaHHOW CTaauu
3a00JIeBaHUSI.

Kimmnnueckoe Ha0moaeHmne

IManuentka K., 9 net, Haxoauyiach B OTACICHUU
OITyX0JIeii oropHO-ABUrareabHoro annapara HUM 10T
C JUarHO30M: «BHECKeJIeTHas MUKCOUIHAS XOHAPO-
capKoma IpaBoii HaIKJIIOYMYHOI 00JIaCTU, COCTOSIHIE
ocjie KOMOMHUPOBAHHOTO JeyeHus» (puc. 1).

Puc. 1. Buemnuii B 00J1bHOM
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BHeckeneTHast MUKCOMIHAS! XOHIpOcapKoMa Y 9-JIeTHell IeBOUKM: KIMHUYECKUIA cllydail 1 0030p JIUTepaTyphbl

ITpu pusuKaILHOM OCMOTpE MALIMEHTKHU BbISIBIEHA
0e300JiIe3HeHHAas OIyXO0Jib, IJIOTHOW KOHCUCTEHIIUH,
OONIBIINX pa3MepoB 6x7 c¢M, ¢ OYrpUCTOIl HEPOBHOM
MOBEPXHOCTHIO, HE CMelllaeMasi OTHOCUTEJIbHO MSITKUX
TKaHEM.

ITpu panmou3oTONHOM MCCAEA0BaHUNU KOCTHOM
cuctembl ¢ 99m-Te-texHecopom 370 Mbk ouaroBoro
MopaxeHusl cKejaera He OIpeaessiioCh, a MPU UC-
cllefoBaHUM MSTKUX TKaHeil ¢ 99m-Tc-TexHeTpuiom
370 M BK BbIsSIBJIEHO cJ1ab0oe HAKOIUICHNE pagruon30TOoTa
B 00JIaCTU HAAIJIEUbs CIIpaBa.

[To pe3yabTaTaM Y3-uccienoBaHUsI BbISIBJICHA
OBaJIbHOM (hOPMBI OIyXOJIb pa3sMepoM 63x64x57 MM.
OnyxoJib HU3KOI 3XOr€HHOCTH, HEOTHOPOIHOM CTPYK-
TYpbI 32 CUET XKMIKOCTHOI 30HBI C MEJKOAUCIIEPCHOM
B3Bechlo pazMepoM 30x10x24 mM. CteneHb BacKy-
JISIpU3aliMy OMyXOJu ToBbIlIeHHasl. KOpKoBbIii cioi
nmpujexanieil KiIduibl He n3mMeHeH. [TopaxeHus
perMoHapHBIX JI/y3/10B HE BBISIBICHO.

ITpu ucnonb3oBaHny PKT B MSITKOTKaHHOM pexXuMe
BU3YaJIM3MPOBAJIaCh OMYyXO0JIb pa3MePOM 75x61x45 MM,
HEOJHOPOJHOM CTPYKTYPHI C yuacTKaMy TOHUXKEHHOM
(0—10 HU) u nosImeHHo# miotHocTH (45—60 HU).
OOpa3oBaHMe pacrnoJjiarajaoch Moja akpoMuaabHbIM
KOHIIOM KJIIOYHUIIbI, TPUMOAHUMAST €r0, JOCTUTAO
OoCTU mpaBoii sonaTku. [1pu B/B KOHTpacTUpPOBAaHUU
OTMeYajoch aKTUBHOE HEOJHOPOJIHOE HaKOTJIeHUE
KOHTPACTHOTO BelllecTBa onyxoJbto (puc. 2). [Tpu PKT

Puc. 2. PKT c¢ B/B KOHTpacTHpPOBaHHEM

B KOCTHOM pPEXHUME NeCTPYKTUBHBIC U3MEHEHUS CO
CTOPOHBI TTPUJIEKAIINX KOCTHBIX CTPYKTYP M HATU4Ine
TepUOCTANIBHOM peakIIuy He ONPeneIsTUCh.

PKT opraHoB rpyaHoii KJIeTKM He BBISIBUJIO MeTa-
CTaTUIECKOTO TTOPakKeHMS JISTOUYHOI TKaHMU.

[MarmmeHTKe B MpenornepamoHHOM ITEPHOIE BBITION -
HeHa MPT n1s1 olieHKM MeCTHOI paciipoCTpaHEHHOCTH
TIpoliecca 1 OIpeaeIeHUS pe3eKTabeTbHOCTH OITyXOJIH.
ITo nanaeiM MPT, B 061acTH HaAIUIEYbsT BBHISBICHA
OITyXOJIb JIOJBYATOTO CTPOCHUS, C HATMYMEM TICEBI0-
KarICyJibl, HEMPaBUJIBbHOM (POPMBI TTO TUTTY «ITECOUHBIX
4acoB», OKpYKalolas KIIOUMILY CTIEpeaIn U C3aau, OT-
TECHSIIOIIAs ee KIIePeIr U JOCTUTAIONIAS OCTH JIOTIATKH.
MP-curnan B pexume T2 u T2FS Obu1 cMelIaHHBIIM,
¢ mpeobaamaHreM TUITOMHTEHCUBHOTO CUTHAla OT
LIEHTPAJTbHBIX OTIEJIOB OITyXOJIW M 30H C TUTIEPUHTEH-
CMBHBIM CUTHAJIOM IT10 Iiepucdepuu (puc. 3). B pexxume

6

Puc. 3: a. MPT-uccienoBanue odjactu naanieubs, T2-BU B
akcuajbHoii npoekuuu; 6. T2 FS B KopoHapHoii mpoeKuuu

T1 curHan ObLT U30- ¥ TUIIOMHTEHCUBHBIH (puc. 4) [5].
MP-curnai ot Kocteit He u3mMeHeH. OTyXxoJib pacroa-
rajach MEXMBbIIIIEYHO, OTTECHSISI U MICTOHYAsI OOJIbIIIYIO
TPYAHYIO MBILIILY, TPAIrieliueBUAHYIO U A€JIBTOBUIHYIO
MBIIILBIL. MaructpajibHble COCYAbI B OITYXOJIEBbIIA IPO-
1IECC HE BOBJICUEHBI.

ITo naHHBIM KOMILJIEKCHOTO PEHTI€HOJOTMYeCKOTo
00cenoBaHs Y MalMEHTKM IMarHOCTUPOBAaHA OITyX0JIb
MSTKUX TKaHei o0JlacTu HaIIjeubs 0e3 mopaxkKeHUs
KOCTHBIX CTPYKTYP.

ITocne npoBeaeHUsT 5 KypcoB HEOaablOBAaHTHOM
MOJIMXUMUOTEPAIIMU BBITIOJHEHO paMKaIbHOE XUPYP-
rMYECKOe BMEIIATeIbCTBO B 00beME YAaTCHUS OITYXOJIU
MPaBOro HAAILUIEUbS ¢ SKCTUPHALMUENA TTPABOM KIIIOYU-
11bI. MBI, HPUKPETIISIONINECS K IIPaBOM KITIOUUIIE
(m. trapezius, m. sternocleidomastoideus, m. deltoideus,
m. pectoralis major), ObLJIM pe3eLPOBaHbI B IIpeaesiax
310pPOBBIX TKaHel. Bo BpeMsl orepaliiy BbISIBJIEHO,
YTO OITyXO0JIb OKYThIBAET AU CTAIbHbBIN OTAC] KIIOUUIIBL.
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KyHnctkamepa

Puc. 4. MPT-uccienoBanue,
T1-BU B carutTajbHoi Npo-
eKuumn

CBs31 OITyXOJIM C MaruCTPaTbHBIMU COCYIaMHM, TTOJI-
KJTIOYMYHBIMH apTepyeit 1 BEHOI He BBISIBICHO.

Mopgonoecuueckoe uccredosanue onepayuoOHH020
Mmamepuana

Ne moxymenTa 42044,/2010.

MaxkpocKoTm4ecKoe OIMMcaHne: KIoUnia IIn-
Ho#t 9 cM. OAuH U3 KOHLIOB KJIIOUMIIBI MyhTOOOpa3-
HO OXBaThIBaeT OyrpmcTasi omyxoub 7,5x7,5x5 cM,
B TOHKOM ITOJIYIIpO3padyHON Karlcyjie, OKpy>KeHHast
CKYTHBIM KOJTUIECTBOM KMPOBOI TKAHU M CKEJICTHBIX
MBIIIILI ¢ KOXHBIM JTOCKYTOM 5,5%2,5 cm. Ha xoxe Oe-
JecoBathbiil pyoen mmHoI 4 cM. Kpaii pesexunu mpe-
Imapara Ha y4JacTke 8x6,5 cM TIpelcTaBiieH Karcymnoi
omnyxosin. Ha pa3pese ornyxoJib 10J1b4aTOro CTPOEHUS,
cepoBaTo-0€eJI0ro 1BeTa, ¢ oyaraMM MUKCoOMaTo3a u
¢dopmupoBaHueM KUCT. OMyxojb MHTUMHO CBSI3aHa C
KJTIIOUHMIIEi, OTHAKO MPOpacTaHusl B KOCTHYIO TKaHb HE
00OHapyxeHo (puc. 5).

MukpocKkonmuueckoe OnvcaHue: OnyXoib UMeeT
CTPOEHKE BHECKEIETHON MUKCOMTHOM XOHIPOCAPKOMBI.

TakuM 006pa3oM, IMeeT MEeCTO COBITaJicHUE TaHHBIX,
MOJIyYeHHBIX B XOJI€ OTlepaliui U TMCTOJIOTUYECKOTO U3-
yueHus npenapata, ¢ faHHbiIMU MPT, uTto nemoHcTpu-
pyeT BBICOKYIO MH(MOPMATUBHOCTb METO/la B OLIEHKE

Puc. 5. Buemnwuii Bua Makponpenapara

pacopoCTpaHEHHOCTHU TIpoliecca U pe3eKTabeTbHOCTU
OITyXOJIH, TTO3BOJISIET INIAHUPOBATh 0OBEM OIEePaTUB-
HOTO BMEILIATeIbCTBA.

B nociieonepallnioHHOM TIepHOJE MPU KOMILIEKC-
HOM 00CJIeIOBAaHUM MTPU3HAKOB MECTHOIO pelyanBa
OTJAJICHHBIX METACTa30B He BhIsIBICHO. [lepuon Ha-
OmomeHus 3a peOEHKOM COCTaBJISIET 3 roja.
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Crarbs noctynwia 18.03.2013 r., npunsiTa K neyatu 03.04.2013 .
PexomenpoBaHa K nmyboaukanuu B.A. CoboneBckuM

EXTRASKELETAL MYXOID CHONDROSARCOMA OF A 9-YEAR-
OLD GIRL: CASE REPORT AND LITERATURE REVIEW

Barbashova A.S., Hestanov D.B., Mikhaylova E.V., Kaminskaya 1.V., Zaharova E.V., Panferova T.R.
N.N. Blokhin RCRC RAMS, Pediatric Oncology and Hematology Research Institute, Moscow
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tumor in children

This is a case report of a rare malignant soft tissue tumor of a 9-year-old girl. The child underwent complete clinical
and instrumental evaluation. As a result, surgical benefits and planning a surgical intervention volume was defined,

and the child underwent radical surgery.
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