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WNudantuibHas GpuépocapkomMa — pekas Me3eHXMMAJIbHAS OIMYXO0Jb MATKUX TKAHEil KOHEYHOCTel W TYJIOBUINA y JeTeil
NepBbIX JieT XKu3Hu. B padoTe npuBesieH KIMHUKO-MOP(OJOTHYECKHII AHATIN3 MATHAAUATH HAOJIOJEHHIl 3TO OIMyXOJIH.
BoJibHbI 1IeTH B Bo3pacTe 0 YeThIPEX JeT, YaCTh HAOI0AeHHii — BpoKaeHHble omyxoau. ViHdanTuibHas pudpocapkoma
00J1a1aeT MeITIEHHBIM MHUIBTPATHBHBIM POCTOM C PEIIMIMBAMH Y YeTBepTH 00.bHBIX. CiTyuan MeTacTa3oB MH(AHTUIBLHOM
(uodpocapkombl He 3aperucTpupoBanbl. VindantuibHas ¢pudpocapkoMa MOCTPOEHA U3 HEOIIACTHYECKHX (puOpoOGIacTOB
pa3Hoii crenenu qud depenmpoBku. KieTku omyxosu He UMeOT crieliuuIecKuX YePT YABTPACTPYKTYPbI H HMMYHOMOP(O-
Jlormyecknx Mapkepos. JIud depenumanbHplii JTMArH03 HH()AHTUILHOI (GHOPOCAPKOMBI IPOBOIUTCS C IPYTUMH OIMYXOJISIMHA 1
peaKkTHBHBIMHU nposdepaTamu u3 Gpudpo01aCTOB, PEXKIE BCEr0 C HOMYIAPHBIM hacCIMUTOM, 1ECMOMIHBIM (PHOPOMATO30M H
uHMAHTHIBHOI MHODUOPOMOii. THIM3HOHHAS GHonCHs ¢ IMMYHOMOP(]OI0THYeCKHM, YABTPACTPYKTYPHBIM H MOJIEKYJISIPHO-
OHOJIOrMYECKMM UCCJIEI0BAHMEM OMYXOJIH SBJISIETCS HEOOXOAMMBIM ITANOM KJIMHUYECKOTO HCCJIeIOBAHUS OOIbHBIX.

BBenenne

MHbaHTWIbHAs (hrubpocapkoMa — peaKast 3710Kadec-
TBEHHAsI MEe3eHXUMAJIbHAsI OMYXOJib MSITKUX TKaHEel KO-
HEYHOCTE! 1 TYJIOBUIIA, KOTOPAsT COCTaBJIsIeT OKoJo 13%
Bcex (prOpobIIacTIeCKX 1 MUOGHOPOOIACTYECKIIX OITy -
X0JIell y HOBOPOXKICHHBIX U IETeli TePBbIX JIET XKU3HU [3].
TepmuH «MH(aHTUIBbHAS» TTPU3BAH OTJIUYUThL CIydanu
(ubpocapKoMbl Yy HOBOPOXKACHHBIX U JIETEi MepBbIX JIeT
>KU3HU OT BapuaHTOB (hrdpocapKoMbl B3pocibix. C K-
HUUYECKOM TOUKM 3peHUsI, TH(DaHTUIbHAs (hrOpocapkoMa
SIBJISIETCST TUTTUYHON SMOPUOHAIBHOM OITyXOJIbIO: OKOJIO
90% ciy4aeB 3aperCTpUMPOBaHbI y JETEil B BO3PACTE JI0
JIBYX JIET, TIOJIOBMHA U3 HUX — BPOXKICHHBIE OMMyXoJiu [4].

[TpuopureT B onvcaHuu UH(aHTUIBHOM (hubpocap-
KOMBI YCTAHOBUTh TPYAHO — CJIy4au 3JI0KaueCTBEHHBIX
oryxosieit u3 (puOpoOIACTOB y AeTeil PETyJISIPHO OITH-
ceBatrch B 40—50-¢ 1. mponuioro cronetus. Cucre-
MaTUyecKoe M3ydeHue MH(paHTUIbHON (hHOPOCaApKOMBbI
Hayvasoch ¢ padotsl natosnora D.H. Andersen B 1951 1. [1].
B pabote npuBeieH KIMHUKO-MOP(OJOrMUECKUil aHaIU3
175 310KaueCTBEHHbIX ME3eHXMMAJIbHBIX OITYX0JIel Y HO-
BOPOXK/IEHHBIX U JieTelt B Bo3pacTe 10 15 nieT. [TsTh 13 aTnx
OITyXOJIell ObUIM paco3HaHbl KaK «IOBEHUJIbHAS» (MH-
danTmIbHas ) pudbpocapkoma. OrrcaHne nH(PpaHTWIBHON
(ubpocapKoMbI KaK CaMOCTOSITETbHOI HO30JIOTMYECKOM
dopmbl cienano A.P. Stout B 1962 1. [8]. Haubosee kpyti-
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HbI KTMHUKO-MOP(OI0rMIecKUil aHaIn3, BKITIOYAIOLI I
54 HabmoaeHUsT MH(paHTUIbHON (puOpOocapKoMbl, TPo-
BeJeH natojoramMu MHctutyra BoopykeHHbIX crut CILTA
E.B. Chung u E M. Enzinger B 1976 . [2]. O6i1iee unciio
OINMCAHHBIX HA CETOJHSIIHUIA AeHb CAyvyaeB OMyXOJau
HEBEJIMKO 1 cocTaBisieT okosto 500.

Honroe Bpemsi cuuTalIu, 4TO MH(paHTWIbHAas (pudpo-
capKoMa He SIBJISIETCSI CAMOCTOSITE/IbHOM HO30J10Tuuec-
KoIi (popMoii, a ITpecTaBIIsIeT CO00M MOP(OIOrMYeCKuiA
BapUaHT «KJIacCUYeCKOli» (pruOpocapKOMbl B3POCIIBIX
(adult fibrosarcoma). JIeficTBUTEIbHO, ITOAOOHO €
OITyXOJIb MOPaXKaeT MPEeUMYIIECTBEHHO MSITKME TKaHU
KOHEYHOCTell 1 o0sagaeT MeJJIeHHbIM MH(OUIbBTpa-
TUBHBIM pocToM. Ho B oTinumne ot (hudbpocapkomMbl
B3pOCJIbIX MH(MaHTUIbHas (pubpocapKkoMa He o0Jiajaet
CMOCOOHOCTBIO K MHBa3UM KPOBEHOCHBIX COCYIIOB, T10
3TOM MPUIMHE MeTacTa3bl 0OOHApYKeHBI MeHee yeM B 8 %
ciydaeB onyxou [2]. Takum oOpa3oM, 1Mo KIMHAYEC-
KOMY TeueHUI0 MH(paHTUIbHas pubpocapkoma 0oJiee
01m3Ka K puOpoOIaCTUUYECKUM OMYXOJISIM ¢ HU3KUM
MOTEHIIMAJIIOM 3JI0KAaYECTBEHHOCTHU,, TAKUM KaK JI€CMO-
UIHBbIN hruOpomMaTo3 u fepmMatodudpocapkoMa, HexKeau
K arpeCCMBHBIM ME3E€HXMMAJIbHbIM OIYXOJsIM. DTa
0COOEHHOCTb KJIMHUYECKOTO TeUEHUsI CTUMYJIMpOBaia
UHTEPEC K YABTPACTPYKTYPE M MOJIEKYJISIPHOM TeHETUKE
MHGAHTWILHON (prOpOCapKOMBEIL.

KauecTtBo Mopdosiornueckoit AMarHoCTUKU UHGbaH-
TUJIbHOM (hUOpOocCapKOMBI, HECMOTpPSI HA BO3MOXKHOCTH
CMeUaIbHBIX METOIOB UCCIIENOBAHMS, OCTAETCS HU3-
KUM. JlaHHbIE CTATUCTUKU CBUIETEbCTBYET O TOM, UTO
B IeauaTpuyeckux leHTpax EBporibl 0KoJIo YeTBEPTH

48

CapKOMBI KOCTel, MATKUX TKaHel 1 oImyxoau Koxku Ne 2—2010



WudantiibHas dpudpocapkomMa: KIMHUKO-MOPMOTOTMUECKII aHaTU3 TIITHAAIIATY CJTy9aeB

JIMAarHo30B MH(aHTWILHOK (prOpOoCcCapKOMBI OLIMO0Y -
Hbl [3]. Yanie onyxosb pacno3HaeTcst Kak HOLYJISIpHbIA
dacuuut, gecMOUIHLIA (prOpOMaATO3 WIN 3JI0KAYECT-
BeHHas IIBaHHOMa. BaxkHocTh TOUHOrO MOpdoornyec-
KO0 ArarHo3a nHaHTWIbHOM (hMOpOCapKOMBbI y AeTei
IO Havaja JeUYeHUS OTPEIeISIeTCS TeM, YTO KOMOMHM -
POBaHHOE JICUYCHUE ITOH OITyXOJI TPAaBMAaTUIHO — TIPEI-
TIPUHUMAIOTCS Kasieyalliie BMeIaTeIbCTBa, BIUIOTH 10
aMITyTalluY ¥ 9K3aPTUKYISIINY KOHEIHOCTH.

B mpencraBienHoli paboTe MpoBeaeH KIMHUKO-
MOP(OJIOTUYECKUI aHAIN3 ISITHAALATH COOCTBEHHBIX
HaOMI0aeHNI MH(paHTUIbHOU (PMOPOCAPKOMBI.

MaTepI/IaJIbI N METOAbI

HccnenoBan Marepuan 15 uHbaHTWIBHBIX (UOPO-
CapKOM, KOTOPBI/ BKJIIOUAJ OIMYXOJIU, yIaJeHHbIE BO
BpeMsi onepaiuii B PoccuiickoM OHKOJIOTMYECKOM Ha-
yuHoM 1ieHTpe uM. H.H. bioxuna PAMH (5 ciyyaeB) u
KOHCYJIBTATUBHBIN MaTepuan OMOTICHIA, TIOJyYeHHbIN U3
Poccwuiickoii nerckoil KiimHU4YecKoi 0oabHUIBI M3CP
P® (2 crygast), MemuImMHCKOTO paaroyIOTMYecKoro Hayd-
Horo ueHTpa PAMH (2 cayyast) (.. O6HMHCK), [J1aBHOTO
BOEHHOIo KjanHu4yeckoro rocnutaisi um. H.H. Byp-
neako MO P® (2 ciygast) mu ®I'Y HUW onkonmorun
um. H.H. TlerpoBa PocmenrexHomnoruii (r. Cankr-Ile-
TepOypr) (4 cayyast) B nepuon ¢ 1994 o 2009 . Cpoku
Ha0IoaeHs 3a 6 OOJIbHBIMI COCTABJISIN 3 rofa, 3a 4 601b-
HbIMU — 1 rom, 3a 5 60JbHBIMU — OT 6 10 11 Mec.

Marepuain onyxonn pukcuposaimu B 10% pactBope
(hopmanuHa; 3anvBaiu B apacduH U TOTOBUJIN CEpUii-
Hble cpe3bl TONMHON 3—4 MKM. Cpesbl OKpaluBain
B pacTBOpe reMaTOKCUJIMHA U 303UHA U MUKPODYKCH-
Ha. [Ipy UMMYHOTUCTOXMMUYECKOM HCCIeTOBaHUN
ObUIM MCITOJBb30BaHbI CJIEAYIOIIME MOHOKJIOHAIbHbIE

aHTUTEJa: K aHTUreHy ¢pubpobiaactoB (kjioH 5BY),
JecMuHy (kiaoH D33), akTuHaM MBIIIEUYHBIX KJIETOK
(xnon HHF35), a-akTuHy riaakux MbIL (KJIOH
1A4), xanpnonuny (knoH CALP), H-xangmecmoHy
(xk10H h-CD), muorenuny (kiaoH F5D), CD34 (kion
QBEnd10) («DAKO», Hanus); k CD11b (knoH 44F),
CD13 (xson 38C12), CD29 (xnon 7F10), CD44 (xk1oH
DF1485), CD105 (xtion SN6h), CD106 (xioH 1.4C3)
(«Novocastra», @paHLMs); TOJUKIOHATIbHbIE AHTUTENA K
npokosnareny I (kioH A17), komnareny I (knon D13) u
tupo3uHkuHaze TrkC (C14) («Santa Crus Biotechnol-
ogy», CIIIA). Pabouuie pa3BeaeHsI epeUnCICHHbBIX aH-
TUTE TToA00paHbl sMnupuyecku. Cucrema BU3yaansa-
uuu EnVision™ Kits HRP (DAB+) («<DAKO», /TaHust).
Hcnonb3oBaH OydepHbIil pacTBOP /151 BBICOKOTEMITepa-
TYPHOTO OTKPBITUS aHTUTEHHBIX IETEPMUHAHT B KJIET-
Kax orryxoy: 10 MM mmutpat/NaOH, pH 6,0. Marepuan
JUIST BJIEKTPOHHO-MUKPOCKOMMYECKOTO UCCTIEIOBAHMS
(ukcupoBanu B 2,5% pacTBope TJIyTapoOBOIO albIerH-
na ¢ noBTopHoit pukcaumeit B 1,0% pacrsope OsO,,
00€3BOXXMBAJIM B CITUPTaX BOCXOAAIIEH KOHIIEHTPAITMHI
M 3aKJII0YaIn B 3TI0H-812. YabTpaToHKME Cpe3bl KOH-
TPacTUPOBAJI B pacTBOpAX ypaHUIaIeTaTa u IUTpaTa
CBMHIIA ¥ U3yJaJId B TPAHCMHUCCUOHHOM 3JIEKTPOHOM
mukpockorie JEM-1200 EX 11 (SImonust).

Pe3ynbTaTni
Kinnanueckue nqaHHbie

JaHHBIE 0 Mosie, BO3pacTe 00JbHbBIX, JIOKATU3ALUU
y3J1a OITyXOJIM ¥ KTMHUYECKOM TeYeHUM MH(PAHTUIbHBIX
¢ubpocapkoM IpuBeACHBI B TAOJIMIIE.

W3 npeacraBlieHHBIX JaHHBIX CJIEIyeT, YTO MH(PaH-
TUIbHas (pudpocapkoma BCTpeyaeTcs y IeTeit B Bo3pac-
Te OT 2 Mec 10 3,5 jieT; 00JbliIas YaCTh CIy4aeB OIYX0JIU

Tabomuna. MudantunpHag pudpocapkoMa: KIMHUYECKHE 1aHHbIe 15 Hab/r01eHuii omyxoum

Ton / Bospact Jlokanuzanus OnyxoneBblii y3e, JImuTeIbHOCTD Peltanss! Bpewms 6e3
y3J1a OITyXOJIN pa3Mepbl pocTa 0 onepaiuu peruanBa
XK /2wmec 6enpo coMmMTapHbIi 3x3 cM BpOXKIEHHASsT HET
M /2 mec 6enpo COJTUTApHBIN 6x4 cM BpOXKICHHAST peLuanB 14 mecsiieB
M /2 mec TOJIEHb COJIMTApHBII 8x8 cM BPOXIEHHAs peuravs 6 MecsiLieB
XK /2,5mec TIe4o COJIUTAPHBIN 6x4 cM BPOXJICHHAs HET
M /4 mec HaJOCTHad AMKa COJIUTapHBbIN 4x4 cM 2 Mecsiua HET
K/ 5wmec BUCOYHAs SIMKa COJIUTApHBIN 8x6 cM 2 Mecsiua HET
XK /7 mec oenpo COJIMTApHBIN 3x2 cM 4 Mecsua peuuanB 4 mecsua
M /8 mec roJieHb HEeT TaHHbIX 2 Mecsua HeT
M /8 mec TOJIEHb HET JaHHBIX HEeT JaHHBIX HEeT JaHHBIX HET JaHHBIX
M /9 mec 6enpo HET IaHHBbIX HET JaHHBIX HEeT JaHHbIX HEeT JaHHbIX
XK /12 mec cruHa COJIUTApHbII 4x4 cM 4 mMecsua HeT
X/ 14 mec CJIYXOBOIi1 TPOXO]1 coJiuTapHbIi 1x1 cm 1 mecsinx HET
M /16 mec 6empo COJIMTApHBIN 6x6 cM 6 Mecs1eB peLuuanB 6 Mecs1eB
M /2 rona 140 COJIUTApHBIM 4x4 cM 2 Mecsa HeT
X /3,5rona rpyaHast KJIeTKa HET TaHHBIX 3 mecsna HET
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(87%) 3aperncTpupoBaHbl Y GOJIBHBIX B BO3pACTE 10
2 net. BpoxneHnnsie ¢pubpocapkoMbl coctaBwin 27%
ciaydyaeB. OmyxoJib OAMHAKOBO YacTO MOpaxaeT JIMIL
MY>KCKOTO U KEHCKOTO IoJa.

V3en nHbaHTUIbHON MUOGUOPOMBI pacrojaracs B
MSITKMX TKaHsIX 6eapa (5 ciiyyaeB), rojsieHu (3 ciaydas),
rieva (2 ciydas), TyjoBuila (3 ciaydast), B BACOUHOM
sMke (1 cayyaii), B ciiyxoBoM mnpoxoze (1 ciayyaii).

Hns uHdaHTUIbHOU (hUbpocapkoMbl XapaKTepeH
MeIJIEHHBI pocT. BpeMsi oT MOMeHTa 0OHapyKeHUsI
OITYXOJIW IO €€ MCCEUYEeHMST COCTaBIIsLIO OT 1 mo 6 Mec,
B cpeaHeM — 2,5 mec. PeuunuBbl MH(pAHTUIBLHOMI
pubpocapKoMBbI 3apeTUCTPUPOBAHbl ¥ 27% OOIBHBIX.
OHM BO3HMKAJIM B CPOKM OT 4 1o 14 Mec mocie Xu-
pypPruyeckoro vccedeHus onyxoiu. Hamu He 3ape-
TUCTPUPOBAHBI Cydyal MeTacTa3oB MH(MAHTWILHOM
MUOGUOPOMBI U CMEPTU OOJIbHBIX B TEYEHHE CPOKa
HaOmoneHnsT ot 6 Mec o 3 neT. Hambosee gacThim
crnocoOoM JieueHus1 ObLI0 PyTasIpHO-dacuraibHOE
HUCcceueHue y3ia onyxosu (13 ciydaeB), B ABYX Cydasix
MIpoM3BeIeHa aMITyTalllsl KOHEYHOCTH.

Mal(pocxonn'lecxoe CTpoeHHE

MHubanTuibHas ¢pubdpocapkoma rpeicTaBieHa orny-
XOJIEBBIM Y3JIOM COJIMJIHOTO CTPOEHUS. TKaHb OMyXo/u
BOJIOKHUCTOTO BUJIa, CEPOTO 1IBETA, MIOTHO-3JIaCTUY-
HOW KOHCUCTeHUMHU. [paHUIla OMyX0JeBOro ysja u
HEeU3MEHEHHOU TKaHU HeveTKast — 7151 MH(aHTUIbHOM
(ubpocapkombl XapakTepeH UHMUIBTPATUBHbIN POCT.
Onyxosb pacrosnarajiach cyogacimaibHo, B TOJIIIE CKe-
JIeTHOM MbllLbl (puc. 1, 2). B Tpetu ciiyyaeB onyxosib
BpacTalia B HaJIKOCTHUILY Mpuiiexaiiieit Koctu. ToJibKo
y ABYX OOJbHBIX y3e1 UH(paHTUIbHON (pruOpocapKoOMbI
pacnoJarajics IIoOBEpXHOCTHO, B ITOIKOXHOM XXUPOBOM
KJIeTYaTKe, Ha rpaHulle ¢ COOCTBEHHOM (haciiueii cke-
JIETHOM MBbIILIIBI (JTOKaJIM3allMs y3j1a — BUCOUHAsI SIMKa
U CJIyXOBOi1 mpoxoj) (puc. 3).

Puc. 1. ¥3ea undantuibHoii puOPocapkoMbl B MbIIINAX TOJIEHA
peGeHKa B BO3pacTe ABYX MecsAuneB. BpoxkaeHHas omyxo.ib.
AMmyTanusi KOHEYHOCTH HA YPOBHE JUCTAJIbHOI TPeTH Oepa

Puc. 2. V3en unpanTuiibHoi puOPocapKoMbl B IBYXIIABOI MbILILE
mieya pedeHKa B BO3pacTe ABYX JieT. DK3apTHKY/ISAIHS Iieda

Puc. 3. ¥3zen undantuibHoii ¢uOpocapkoMbl B BUCOYHOM SIMKe
pedeHKa B Bo3pacre 5 mec

Tucronoruyeckoe cTpoeHne

MubantunbHas ¢pubpocapkoMa MocTpoeHa U3
HeoIlacTuuecKux (puodpo0acToB ¢ OMMIOJSIPHBIMU
OTPOCTKAMU, OBAJIbHBIMU SIAPAMU C MEJIKOAMCIIEPCHBIM
XpPOMATUHOM Y Mapoii MENKUX siApbllekK (puc. 4). Mu-
TOTHUYECKasi aKTUBHOCTb BepeTeHO000pa3HbIX (rdpoo-
J1acToB HU3Kast: 1—6 ¢puryp murtosa B 10 nmoJisax 3peHust
(x400). BepereHooOpa3HbIe (pruOPOOIACTH (DOPMUPYIOT
MpsIMbIE U TIEperuIeTalolInecs MyYKu Cpean KOJLJIareHO-
BOI1 cTpoMbI ortyxoin. KiieTku ipeobJiaganu HajJ CTpo-
Moit. Mexny ¢pudbpobdjiactaMy — HEMHOTOYKCJIEHHbBIE
1IeJeBUAHBIC KATWLISIPHI, BHICTJIAHHBIE HEOITYX0JIEBbIM
sHpoTeareM. Hu B oMlHOM M3 McCle0BaHHBIX Cllydya-
eB MHMaHTUIbHON (UOpOCAPKOMBI He OOHAPYKEHBI
MPU3HAKKW MHBA3UU OIYyXOJIbI0 KPOBEHOCHBIX U JIUM-
(aTtruecknx cocyaoB. Hu B oqHOI U3 nccaea0BaHHbIX
nHGpaHTWILHBIX pUOpocapKoM He OblIa chopMUpOBaHA
(ubpo3Has Karncyna (mcepmokaricyJia) ysia. Bee omyxo-
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Puc. 4. [ncronormueckas CTpykTypa HH(paHTHILHO# hudpocapko-
Mbl. I1ydok HeomnacTnyecknx ¢pudpodaacTos. OKpacka reMaToK-
CHJIMHOM M 303MHOM. YBejmyeHnex400

JIM UMEJIA pa3pylLIalolIMi pOCT, BpacTasi B IpUJIEXKallylo
CKEJIETHYIO MBIIIIILY, HAAKOCTHUILY WJIU PETUKYISPHBIA
CJIOI IEpMbI KOXU.

YAbTPacTPYKTYpa KJIeTOK

MudantunpHas ¢pubpocapkoMa MocTpoeHa U3
¢ubpobaacToB paszHoM creneHU AuphepeHINPOBKUA
(3penoctnn). Beicokodughgpepenuyuposarntsie pubpodracmet
COCTABJISIIOT MOJOBMHY KJIETOK Oormyxonu. OHU MMEIOT
BepeTeHo00pa3Hyo (opMy, HEPOBHBIN («reorpadu-
YeCKMii») KOHTYp MeMOpaHHI s1/ipa, KOTOPbINA MpUIaeT
SiIpaM IOTbYATRIN BUJT, KPYITHOIMCIIEPCHBIN XpOMAaTHH
C KPYIHBIM SIAPBIIIKOM (puc. 5). B inTomiasmMe KiieTok
0OHapyXeHbI LIMCTEPHBI IPAHY/ISIPHOTO SHIOTUIa3MaTH -
YECKOTO PeTUKYJyMa, 3aloJJHEHHbBIE METKOIMCITepC-
HBIM MaTPUKCOM, U pacIIMPEeHHBIE LIMCTEPHBI TJIATKOTO
9HAO0MJIa3MaTUIYECKOTO peTUuKyjayMma. Boicokoaud-

Puc. 5. VasrpactpykTrypa BbicokoauddepeHIMpOBaAHHBIX HEON-
macTuyeckux ¢GpuopodaacToB nHGAHTHIbHON (GrOpocapKombl.
Veennuennex8000

(bepeHLIMpOBaHHBIE HeoIIacTUYecKue (huOpo0aacThl
CEKPEeTHPYIOT KoJutareH. B 1urormiazmMe 3Tux KJIeToK
U BO BHEKJIETOUYHOM MaTpUKCe, B HEMOCPEACTBEHHOM
O0JM30CTU OT TJIa3MaTUYECKON MeMOpaHbI KJIETOK,
MOTYT OBITb OOHApPYKEHBI CEKPETOPHBIC BaKyOJU, CO-
Jaepxkaiuve (puOpuILIbl MpoKoJiareHa. Huzxodugpge-
PeHUUposanHble (pubpobdaacmpl UMEIOT OBAJILHYIO (hopmy,
0000BUIHOE SIIPO C POBHBIM KOHTYPOM MeMOpaHHI,
JEeKOHIEHCUPOBAHHbBIN XpoOMaTUH (OT 3TOrO UX siApa
MpU UcCeAOBaHUU B CBETOBOM MUKPOCKOTIE KaXKyTcCsI
My3bIPEKOBUIHBIMK) (puC. 6). LlnTornnasma Hu3koamud-
(hepeH1IIPpOBaHHBIX (POPOOIACTOB COACPXKUT CKYTHDIN
HabOp opraHesi1, KOTOPHIN He ITO3BOJISIET C YBEPEHHOC-
TBIO CYAWUTh O UTOJOTHYECKO AuddepeHINPOBKE
3TUX Kj1eToK. OKOJIO MOJOBUHBI 00beMa IIUTOILIa3Mbl
3aHMMAIOT LUCTEPHBI LIEPOXOBATOIO SHAOIIa3MaTH-
YeCcKOro peTUKyJyMa U MUTOXOHIApuHU. B Hu3komud-
(hepeHLIMPOBaHHBIX (PUOPOOIIACTAX HET CEKPETOPHBIX
BaKyoJIeii, comepKalux MPOKOJIareH.

Puc. 6. YasrpacTpykrypa Hu3KOau(pdepeHnnpoBaHHBIX HEOM-
nactuyeckux ¢GpuopodaacToB nHGAHTHIbHON (hudpocapkomsl.
Veeanuennex8000

Nmmynomopdonornyeckoe ucciieaoBanne

B BricokonuddepeHuMpoBaHHBIX HpubpobdIac-
TaX MHPaHTUIbHOU pUOpocapKoMbl OOHapyxKeHa
BKCIIpecCcUss BUMEHTUHA, TTPOJIUI-4-TUAPOKCUIA3HI,
(pubpoHekTHHA U KoJareHa I Tumna (pucyHKU pe3yJib-
TaTOB UMMYHOMOP(]OJIOrNYeCcKOro UcCaeaoBaHus He
MNpUBEACHBI). DTOT HAOOpP AaHTUTEHOB HE SABJISIETCS
YHUKaJIbHBIM JJIs1 KJIETOK MH(paHTUIbHON hrubdbpocap-
KOMBI, HO BCTpeYaeTcsl B KJIeTKaxX APYTUX OMyXoJei
GubpobdIaACTUYECKOTO MPOUCXOXKIEHUI. DTOT HAbOP
AHTUTCHOB OTpaxkaeT (PeHOTUI OIMyXOJeBbIX GUOPOO-
JIACTOB KakK KJIETOK, KOTOPbIE CUHTE3UPYIOT MOJIEKYJIbI
BHEKJICTOUHOTO MaTpHUKCa, MPEXIE BCEro — KOJIJIAareH.
YV HuskoauddepeHUUPOBAHHBIX HGUOPOOIIACTOB CKY/I-
HBI UMMYHOJIOTMYECKU I (PEHOTHIT, KOTOPBI OTpazkaeT
NPUMUTUBHOCTb (HE3PEJIOCTh) UX CTPOEHMSsI. B HU3KO-
addepeHIMPOBaHHBIX (GUOpodIacTax ooHapyKeHa
aKcrpeccust Mmosekysa BumeHTuHa, CD13, CD44, tupo-
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3uHkuHa3bl TrkC u nipokoJsareHa I (pucyHKu pe3yiib-
TaTOB UMMYHOMOP()OJOTMUECKOTO MCCIeIOBaHUS He
MpuBeneHbl). Pe3yabsraTbl UMMYHOMOP(OIOTUYECKOTO
WCCIIeIOBaHMS TIOKA3aJIM, YTO KJIETKU MH(MAHTWIHLHOM
(GurbdbpocapKoOMbI HE UMEIOT CITeI(UIECKIX aHTUTCHOB
KJIETOYHOM (JInHEeNHO) nuddepeHLIMPOBKH.

O0cyxIeHune pe3yibTaToB

Onyxonu u3 (pudbpobdsacTOB BCTPEUarOTCSI OTHO-
CUTEJIbHO PEIKO M COCTAaBJISIIOT MEHee YeTBEepTU BCeX
Me3eHXMMaJbHbIX OTyXOJel y neTei, 3HaUUuTeJbHO
yCTymasi Mo YacToTe OMyXOJsIM HEHPOIKTOAEpMaTbHOTO
MpoUCXOXAeHUs U pabnomuocapkome [3]. [Tonassitoriiee
yurciao (pudpodaacTUIecKux U1 MuoOuodpooIacTUIeCKux
OITyXOJIE y IeTel MEPBBIX JIET XKU3HU — 100pOKaUeCT-
BeHHbIe 00pa30BaHUs ¢ MEAJIEHHBIM U OrpaHUYEH-
HBbIM MHQUIBTPAaTUBHBIM pocTOM. K HUM OTHOCSTCS
¢ubpo3Hasg ramapTomMa, HOAYJISIPHBIN (PacCIUUT,
nHbaHTUIbHas Muopudpoma, BoCIauTeIbHAS MUO-
¢pubpobaacTuyeckas onyxoyab U GuOGPOMaTo3bl TYJI0-
BUIIIAa U KOHEUHOCTeN. Mexny HUMU U MH(DaHTUIbHOM
(pubdpocapKoMoii UMEETCSI HECKOJIbKO CXOTHbBIX KITMHU -
yecKux yepT: 1) onyxosiu npencTaBieHbl COTUTAPHBIM
y3JI0M, PaCIiOJ0XEHHBIM Ha TPaHUIIE TIOAKOXHOMN XU~
pPOBOIi KJIETYaTKU U COOCTBEHHOM (hacliMy CKeJeTHOM
MBI, 2) JIUTETbHBIN — HA TTPOTSIKEHUU HECKOJIb-
KHX MECSILIEB — MECTHBII MH(WIBTPATUBHBIN POCT ITPU
OTCYTCTBUM METACTa30B; 3) peLIMIMBbI ITOCIIE UCCEUEHUS
y371a ornyxoiu. AuddepeHunanbHbIi IMarHo3 100poKa-
YeCTBeHHbIX (hUOPOOIaACTUUECKUX OTTYyXOJel U MH(baH-
TWIbHOM (prOpocapkoMbl Ha OCHOBE TaHHBIX aHAMHE3a
U UHCTPYMEHTAJIbHBIX METOJIOB UCCJIEIOBaHUS TPY/IEH,
a B psijie CayyaeB HEBO3MOXKEH. DTaroM 00CIe10BaHUS
0O0JILHOTO SIBJISIETCS BBHIMOJHEHUE UHIIM3UOHHOM O1O-
MCUU C TOCAEAYIOIIUM UMMYHOMOPMOJIOTUYECKUM,
VJIBTPACTPYKTYPHBIM U MOJIEKYJIIPHO-OMOJIOTMYECKUM
ucciaenoBaHueM onyxoiu. Huxe nmpuBeaeHbl KpUte-
pumr MOpGhOJIOTUYECKOW TMAarHOCTUKUA MH(MDAHTUIBHOM
(GudpocapKOMBI.

1. UndantunpHas ¢pubpocapkoMa MOCTpoeHa U3
HeomnjaacTuuyeckux Gpuoépod1acTOB pa3HOU CTeNeHU
nuddepernnpoBkr. PrdpodIACTBI POPMUPYIOT ITyU-
KU CpeiM KOJUIAareHOBOI CTPOMBI OMYXOJU, TIPU 3TOM
KJIETKU TIpeo0JiaaloT Hall CTPOMOIA.

2. Ilpusnakamu pudbpobdiaactuyeckoit auddepeH-
LIMPOBKM KJIETOK OITYXOJM SIBJISIIOTCS paclliUpeHHbIe
LIMCTEPHBI SHAOTIA3MAaTUYECKOTO PETUKYJIyMa U CeK-
peTOpHbBIE BaKyoJIu, coiepxkaliue (puiaMeHTbl TPOKOJI-
JlareHa. 9Ty MpyU3HaKy MOXXHO OOHAPYKUTb TOJILKO NP
VJIBTPACTPYKTYPHOM HCCJIETOBAHWH.

3. NHpantuibHas pubpocapkoma He UMEET CIie-
HU(pUUIECKUX KIETOUHBIX aHTUTEHOB, KOTOPbIE MOXKHO
ObUIO ObI BBISIBUTH C MOMOIIBIO UMMYHOMOP(hOIOTU-
YecKOoro aHaju3a.

4. UndantuibHas (pubpocapkoma Beerna ooianaet
UHOUIBTPATUBHBIM POCTOM, BpacTasi B MPUJIEXKAIILYIO
CKEJIETHYIO MBIIIILY, HAIKOCTHUILY WJIU KOXY.

IleHHOCTb crielMagbHbIX METO/IOB UCCIIE0OBAHUS —
3JIEKTPOHHOW MUKPOCKOITMHU U UMMyHOMOpdoJiornyec-
KOTo aHaJIu3a — [ MOp(OJOTUYECKOU TMarHOCTUKHU
nH(aHTWILHON (prOPOCapKOMBI HEBO3MOXKHO OLICHUTh
onHo3HauYHo. HecMOTpst Ha CKy/IOCTb MpeaocTaBisieMOoi
MU nHdopMaimy (KIeTK1 MH(paHTWILHOK (hrOpocapKo-
MbI HE UMEIOT CEeLIM(PUUECKUX YIBTPACTPYKTYPHBIX UEPT
1 UMMYHOMOP(MOJOTUUECKUX MAPKEPOB), 3TU METOJIbI
TO3BOJISIIOT UCKITIOUUTD PYyTrHe HarpasiaeHus nuddepeH-
LIMPOBKU KJIETOK OMyX0Jiu. TakruM 00pa3oM, B orpeaeieH-
HOM CMbICJIe MOP(DOJIOTMYECKU I IUarHo3 MUH(aHTUIbHOM
(uOpocapKOMBI — 3TO AUATHO3 UCKIIOYECHUS.

MudbantunpHas pudpocapkoMa MMeeT OTHOCUTEIIb-
HO MEJJIEHHBII TEMIT pOCTa, JIUTEJIbHOCTh KOTOPOTO
usmMepsiercs Mecsitiamu. [To HalMM JaHHBIM, PeLUIN-
Bbl B MECTE PACIIOJIOXEHWS MEPBUYHOTO y3J1a OMYXOI1
BO3HUKAIOT Y YeTBePTU O0JIbHBIX. Bpemsi mosiBieHust
MEepBOTO peLMAMBa MOCe UCCEYEHUS Y31a ONyXOJIU B
npejenax 310pOBbIX TKAHEH COCTaBJISIO OKOJIO MOJTy-
rona. [To manneim E.B. Chung u F. M. Enzinger, meta-
cTa3bl MH(PaHTWIHLHON (hUOpOCcapKOMBbI OOHAPYXKEHBI
y 8% OOJIbHBIX, a 00IIAas TSATUIETHSISI BBKMBAEMOCTD
cocrapisieT 84% [2]. Bee 9T0 1103B0JISIET TOBOPUTH O TOM,
4yTO MH(MaHTUIbHAsS (pMOpOocapKoMa UMEET OTHOCUTEb-
HO OJIaroIpUSATHBIN KIIMHUYECKUI IIPOTHO3.

baaronpusgTHBIN KIMHUYECKUU TTPOTHO3 OIMYyXO-
JIM UMEET I10J coboii Mopdoornueckyo ocHoBy. I1o
HaluM JaHHbIM, 80% MHGbAHTUIBHBIX (UOpPOCapKOM
HMMEIOT TIEPBYIO CTENEHb 3JI0KauyecTBeHHOCTU (Grade 1)
B paMKaxX MeXIyHapOJAHOW CUCTEeMBbl IJisl orpeaese-
HUS TUCTOJOTUYECKOU CTENEeHU 3JI0KaueCTBEHHOCTH
capkoM French Federation Nationale des Centres de
Lutte Contre le Cancer (FNCLCC). Kitmanueckoe te-
yeHue MH(PaHTUWILHOK (prOpocapKOMbI 3aBUCHUT OT €€
TMCTOJIOTMYECKOTO CTPOEHUSI: YeM MeHee TuddepeH-
LIMPOBaHa OMYXO0JIb, TEM Yallle BOZHUKAIOT PEeLIUINBBI.
K rucronormueckum rnpusHakam, KOTOpbIE coueTa-
I0TCS ¢ BOBHUKHOBEHUEM PELIMIAMBOB, OTHOCST TO-
JUMOPGU3M s1iep KJIETOK, BBICOKYI0 MUTOTUUYECKYIO
aKTUBHOCTH (0osiee 4 puryp Mmutosa x400) u Hanm4ue
0YyaroB Hekpo3a B omnyxosiu. HezaBuCMMbIMU KpuUTe-
pUSIMU, KOTOpbIE OIPEIESIOT arpecCCUBHOE TeUEeHe
nH(baHTUIbHOMI (prOpOCapKOMBI, SIBIISIIOTCS TAKKE pa3-
Mep y3J1a oryxoiu (0ojiee 5 cM) 1 ImapaBepTeOpabHas
JIOKaJIM3alius OIyXoJiu.

Bomnpoc o Ho30/10rMYecKOM OTHOIIEHUH MH(AHTHTb-
HOI1 (hOPOCAPKOMBI U «KJIACCUIECKOIT» (hrOPOCapKOMBI
B3POCJIBIX SIBJIIETCSI HanboJiee caoxXHbIM. B Mmopdono-
ruy MH(paHTUILHOM (hMOpOCApKOMBI 1 «KJIACCUYECKOM»
(hprGpocapKOMBbI B3pOCTbIX UMEETCS MHOTO OOLIMX YEPT.
ITono6HO pubpocapkoMe B3pOCIBIX, UH(PAHTUIIb-
Hasl (ubpocapkoMa COCTOMT M3 HEOIJIACTUYECKUX
¢ubpobmacToB, GoPMUPYIOLINX KOJIJIATEHOBYIO CTPOMY
onyxoau. B 1980-e . cunTanu, 4to uH(paHTUIbHAS
(pubpocapkoma He SIBJISIETCS CAMOCTOSITEIbHOW HO30-
JIOTUYecKoi (pOpMOii, a TIpeacTaBiIsIeT co0oi Mopdho-
JIOTUYECKMI BapHaHT «KJIaCCHUECKOi» (PubpocapKOMbI
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B3pocibix. MHpanTuibHast prudpocapKoma 1 «KJIacCH-
yeckas» (prOpocapkoMa B3pOCJBIX 00pa3yIoT IPYIILY
gubposupyrouwux (ckaeposupyrowux) puopocapkom. 1py-
rasi rpyIina — Tak Ha3bIBaeMbIe MUKCOUOHbIE (hubpocap-
KOMbl, K KOTOPBIM OTHOCIT MUKCOGUOPOCaApKOMY,
BeICOKOIM(MdepeHIIpoBaHHYI0 (HUOPOMUKCOCAPKOMY
1 MUKCOMIHYIO BOCIIAJIUTEIbHYIO (PHOPO0IaCTUIECKYIO
capkoMy TanbieB [9].

HecmoTpst Ha ¢xomcTBO MOPMOIOTUN, UMEIOTCS
3HAYUTENIBHBIC PA3TUIMS B KITMHIUECKOM T€ICHUN STUX
omyxoJeii. «Kimaccuueckast» ¢prudpocapkomMa B3pOCIIbIX
OoJiee arpecCUBHAsI OMYXOJIb: PEIIMINBBI M METaCTa3bl
OITyX0JIM OOHapyxkuBaoT y 49—57% u 16—63% 6ob-
HBIX, COOTBETCTBEHHO, a TSTWJIETHSIST BEDKMBAEMOCTh
cocraBusgeT 39—54% |7, 8]. Kpome Toro, B reHOMe
KJIETOK MH(paHTUIBHOU (hruOpocapKoOMbI OOHApyKeHa
cnenuduryeckas Tpanciaokanusa t(12;15)(p13;q26),
TIPOIYKTOM KOTOPOI SABJISICTCS XUMEPHBIN TPAHCKPHUTIT
ETV6/NTRK3 [5]. Dta TpaHcaoKauus He OOHapyXeHa
B KJIETKaX «KJIACCHUYECKOI» (hrOpOCapKOMBI B3POCIIBIX.
Takum 00pa3oM, 0COOEHHOCTY KJIMHUIECKOTO TCYCHUST
1 HaJIM9IMe YHUKAIBHOM TpaHCIOKAIIMY B TCHOME KJTe-
TOK MO3BOJISIIOT CYMUTATh MH(MAHTUIBHYIO (pudpocap-
KOMY CaMOCTOSITeJIbHOM TMCTOTeHETUYECKO (hopMoii
omyxonu [4].

MudantunbHas ¢pubpocapkoMa cKopee BCero He
MMeeT TU30HTOTEHETUIECKOTO MPOUCXOXKICHUS, a
pa3BuUBaeTcs de novo. B KIIMHUKO-MOP(HOIOTUUEeCKUX
paboTax, KOTopble 0000IAI0T 3HAYUTEILHOE YMCIIO
CJTy4aeB 3TOH OIyXOJI1, He OBLITO BBISIBJICHO CBSI3U MEX-
Iy BOBHUKHOBEHMEM MHMAHTUIbHOI (hrOPOCapKOMBI
1 TIOpOKaMU Pa3BUTHS CKeJleTa M MITKUX TKaHeil Ko-
HevyHocTell [ 1—3]. DTo moaTBepKaaeT mpeaIiookeHre
O TOM, YTO MCTOYHMUKOM DPa3BUTUSI WH(PAHTUIHHOMN
(ubdpocapKoOMBbI SABISIOTCSI d9MOpPHUOHAIbHBIE (hOPOO-

JIACTHI 3a9aTKa KOHEYHOCTH, KOTOPBIE HE BCTPEYAIOTCS
B OpTaHM3Me B TTIOCTHATAJIbHOM Tepuoe. B 3ToM oTHO-
meHuu MH@aHTWIbHasg ¢pubdpocapkoMa aHaJIOTMYHA
HelipobnacTome, peTuHOOIacTOMe, HepobdacToMe,
remaTo0acToMe, TMCTOTeHETUYECKUMM MCTOYHUKAMU
Pa3BUTHUS KOTOPBIX SIBJISTIOTCSI SMOPHOHAIBHBIC KIIETKU
COOTBETCTBYIOIINX TKaHEH.

JIATEPATYPA

1. Andersen H.D. Fibroblastic tumors in children. A.M.A. Arch.
Pathol. 1951, v. 51, p. 548-552.

2. Chung E.B., Enzinger EM. Infantile fibrosarcoma. Cancer.
1976, v. 38, p. 729-34.

3. Coffin C.M., Dehner L.P. Fibroblastic-myofibroblastic tumors
in children and adolescents: a clinicopathologic study of 108 ex-
amples in 222 patients. Pediatr. Pathol. 1991, v. 11, p. 569-588.

4. Coffin C.M., Fletcher J.A. Infantile fibrosarcoma. In: Fletcher
C.D., Unni K.K., Mertens F.,, eds. WHO Classification of
Tumors. Pathology and Genetics. Tumours of Soft Tissue and
Bone. Lyon: IARC Press. 2002, p. 98-100.

5. Knezevich S.R., McFadden D.E., TaoW. et al. ETV6-NTRK3
gene fusion in congenital fibrosarcoma. Nat. Genet. 1998,
v. 18, p. 184-187.

6. Pritchard D.J., Soule E.H., Taylor W.F. et al. Fibrosarcoma:
a clinicopathologic and statistical study of 199 tumors of the
soft tissues of the extremities and trunk. Cancer. 1974, v. 33,
p. 888-897.

7. Scott S.M., Reiman H.M., Pritchard D.J. et al. Soft tissue
fibrosarcoma. A clinicopathologic study of 132 cases. Cancer.
1989, v. 64, p. 925-931.

8. Stout A.P. Fibrosarcoma in infant and children. Cancer. 1962,
v. 15, p. 1028-1040.

9. Weiss S.W., Goldblum J.R. Enzinger and Weiss's Soft Tissue
Tumors. 5 ed. Mosby, 2008.

Cratbs noctymnuaa 26.04.2010 r., mpunsra K medatu 15.06.2010 .
PexomennoBaHa k nmyosnukaiuu S1.B. BuiitHeBckoit
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The diagnosis of infantile fibrosarcoma was made retrospectively in 15 patients. Follow up showed 4 recurrences, no metastases
and death during 1—3 years. The lesion were 2—8 cm; occured in the upper and lower extremities, trunk and head. Patients
had a long history of painless intramuscular mass (median duration 3 month). All tumors are finely sclerotic, containing nests
of fibroblasts with clear cytoplasm and bland cytologic features of nuclei. Areas of spindled cells with nuclear enlargement
and hyperchromatism were identified. No necrosis and mitotic activity less than 4 mf/10 HPF were present. Ultrastructur-
ally, the tumor composed of neoplastic fibroblasts. No other cell differentiation were identified. We discuss the overlapping
clinicopathologic features and differences between infantile fibrosarcoma and adult fibrosarcoma.
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