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Ileab uccnedosanus — ananusz pe3yrbmamos neuerus u QUHaMu4eckKo2o Habawdenus demeil ¢ pabdomuocapkomoii (PMC) opbu-
mbL ¢ yuemom umanbHo2o npoeHo3a. Mamepuaa u memoowt. O6caedosanvt 32 pebenxka ¢ PMC (18 masvuukos, 14 desouex) 6 6ozpacme
om 2 mec do 12 aem. Anamnes 3aboreeanus cocmasun om 00Hoi 0o 16 ned (meduana — 5 ned), meduana nabarooenus — 60 mec. Onyxonw
JN0KAAU308a14Ch 8 8epxHem (n = 13), eepxnesnympennem (n = 9), nuxcnem (n = 4), enympennem (n = 3) u Hapyscnom (n = 3) keadpan-
max. IIpoeedeno nepsuunoe xupypeuueckoe aeuenue — opoUMomoMUs ¢ UCHONb308AHUEM MPAHCKYMAHHO20 (N = 26), MPAHCKOHBIOHKMU-
8a1bH020 (N = 2) u NOOHAOKOCMHU4H020 docmyna (n = 4) ¢ nocaedyroujeli yumoa02uecKoll, 2Ucmon02uMecKoll U UMMYHOLUCHOXUMUYECK O
eepuurayueli mkanu 6o écex cayuasx. Pezyavmamot. Hauboavuiee wucno cayuaes saboaesanus omme4eno é epynne om 2 0o 7.1em (66 %
nauyueumos). B cmayuonapruix ycaosusx npogedero noaHoe makpockonudeckoe yoarenue PMC ¢ 17 cayuasx, uacmuunoe 9 cayuasx, 3a-
oop 6uonmama 6 6 cayuasx. PMC smbpuonansroeo muna cocmasuna 87 % (n = 28), aaveeonsproeo muna — 13 % (n = 6). Bcem demsm
6 NOCACONEPAUUOHHOM nepuode nPogedeHa KOMOUHUPOBAHHAS Mepanusi (CUCMeMHAs NOAUXUMUOMEPANUs U OUCAHUUOHHAS A)He8dsl me-
panus) 8 CMAYUOHAPHBIX YCAOBUSIX CREUUANUSUPOBAHHBIX OHKOA0UHECKUX U PAOUON0SUYEeCKUX KAUHUK. Boiycusaemocms 6 uccaedyemoil
epynne demeit cocmasuna 100 %. B omoasennom nepuode (wepes 3—51em) npogedenvl peKkoHCMPYKMUGHble ONepayuu no KOppeKyuy nmo-
3a, K0coenasus, 04K08dsl UAU NPUSMAMUYECKAs KOPPEKUUSsl CA0NCHO20 UAU CMEeUanH020 acmuemamusma. [lpu pazeumuu cundpoma cyxoeo
21a3a npoeoounU KOHCEp8amueHyr mecmuyio mepanuto. Ilocae sx3enmepayuu opoumol RPUMeHIAU IKMONPOMe3UPosanue. 3axKiouenue.
Ilpedcmaesnen ananuz coocmeennvix Haoarodenuii 32 demeit ¢ PMC opoumut. Bce 6oabHbie 8bidicuru, ymo ceudemenscmeyem o 3Ha4umo-
cmu c80espeMeHHol OUaAeHOCMUKY U KOMOUHUPOBAHHORO AeHeHUsl ONYXO0AU.
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KoH(MKT HHTEPEeCoB: OTCYTCTBYET.

IIpo3payHocTb hUHAHCOBOI NEATETLHOCTH: HMKTO M3 aBTOPOB He MMeeT (PMHAHCOBOU 3aMHTEPECOBAHHOCTH B TIPEICTABICHHBIX
MaTepuayiaX Wil MeToIax.
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Purpose. To analyze the results of treatment and active monitoring the children with orbital rhabdomyosarcoma (RMS) with an emphasis
on vital prognosis. Material and methods. We examined 32 children with RMS (18 boys, 14 girls) aged 2 months to 12years, whose case history
ranged from 1 week to 16 weeks (median, 5 weeks). The median follow-up was 60 months. The tumor was localized in the upper (n = 13),
upper internal (n = 9), lower (n = 4), internal (n = 3), and external (n = 3) quadrants. The patients underwent primary surgical treatment:
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orbitotomy using transcutaneous (n = 26), transconjunctival (n = 2) and subperiosteal access (n = 4) followed by cytological, histological and
immunohistochemical tissue verification in all cases. Results. The highest number of RMS cases was noted in in the 2- to 7-year-old group
(66 % of patients). All patients were treated in in-patient settings. Complete macroscopic removal of tumor was performed in 17 cases, partial
removal in 9 cases, and biopsy sampling in 6 cases. The embryonic type of RMS accounted for 87 % (n = 28), and the alveolar type, for 13
% (n = 6). In the postoperative period all children received combined therapy (systemic polychemotherapy and distant radiation therapy) in
in-patient facilities of special oncological and radiological clinics. The survival rate of the whole group was 100%. In the long-term follow-up
period (after 3 to 5years), reconstructive surgeries were performed to correct ptosis and strabismus, and/or spectacle or prismatic correction of
complex or mixed astigmatism. In cases of “dry ” eye syndrome, conservative local therapy was offered. After orbital exenteration, ectoprosthesis
procedures was applied. Conclusion. The analysis of our observations of 32 children with orbital rhabdomyosarcoma showed a 100 % survival

rate, which testifies to the importance of timely diagnosis and combined treatment of the tumor.
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Pabnomunocapkoma (PMC) — omyxosib BHICOKO# cTeTie-
HU 3JI0KaueCTBEHHOCTH, pa3BUBAIONIASICS U3 KJIETOK TLIIOPU-
nmoteHTHON Me3eHXuMbl [1]. PMC opraHa 3peHMs] BKJIIOYaeT
OIYXOJIM OPOUTHI peXKe IPYTUX CTPYKTYP MPUAATOYHOTO arapaTa
rasa [2]. Omyxojib MaHUMECTUPYET B TIEPBYIO AeKaLy XU3HU [ 3],
XOT$I BJIMTEpaType onucaHbl cixydarn PMC oT poxXaeHMs 10 BOCh-
MOIi1 teKanbl Xku3Hu [4, 5]. PMC — HanboJree yactast MITKOTKaH-
Has capkoMa 00JIaCTH TOJIOBHI U Il y JAeTeld, OHa COCTaBJIsIeT
110 4 % Bcex 3710Ka4yeCTBEHHBIX HOBOOOPA30BaHMI B IETCKOM O~
nysasiuuu. Y naimeHToB ¢ PMC opOUTHI MEpBBIM KITMHUYECKUM
CHMIITOMOM OOBIYHO SIBJISIETCST PA3BUBAIOIINICS B TeUEHHE He-
CKOJTbKUX HeIeJIb OMHOCTOPOHHUH oTeK (80—100 %) mmu uzme-
HeHue ToJiokeHus ra3a (80 %), valile ero cMeleHue KHU3y 1
KHapyX#, 4TO 00YCJIOBJIEHO BEpXHEHA3AJIbHOM JIOKATM3alInei
ortyxosiu 6osee yem B 2/3 caydaes [1, 2, 4]. YacTora pazButust
3JI0KaYeCTBEHHBIX OIYX0JIeil OpOUTHI B ITOCIIEAHIE TOBI BO3POC-
nma. J. Turner u J. Richmon [3] B monyassiMoHHOM MCCJIeIoBa-
HUM cO00IIA0T 00 yBemmyeHnn 9acToThl PMC 001acT TOJIOBEI
u men Ha 1,16 % v 0 coxpaHEeHUU MATUIETHEHM BEIKMBAEMOCTH
Ha ypoBHe 80-X TOIOB MPOIIIOrO CTOJETHS, HECMOTPS Ha HOBBIE
npoTtokoJjibl Tepanuu PMC; BMecTe ¢ TeM B Ipyrux UccienoBa-
HUSIX TIOKA3aHO YBeIMYeHe BbkruBaeMocTy ipu PMC.

Kimanyeckast KapTHHa MOXET COMPOBOXKAATLCS Pa3BUTH -
eM 0O0JIEBOTO CUHAPOMa, YXYALIEHUEM 3pEHUS, TTPU3HAKAMU CH-
HYCHTA, a TAKXKE peaKIMeil CO CTOPOHBI BeK, KOHBIOHKTUBbI WJIA
cJIe3HOro Msicua [2, 6]. 3HaHre aHaMHe3a TTO3BOJISIET POBOINUTD
repBUYHYIO T depeHIInaTbHY0 IMarHOCTUKY C TAKUMU 3200~
JIEBAaHUSIMU, KaK (bJieTMOHa OpOUTHI, TMMMaHTUOMa, UINOTIATH-
YecKoe BocHalieHre OpOUTAIbHOM TKAaHM, IepMOUIHAS KUCTa,
reMaHTHoMa, JJAHTePraHCOKJIETOUHBIM TMCTUOLUTO3 (303UHO-
(bmtbHas rpaHysieMa), capkoMa, MeTacTaTuaecKasi Heiipooacto-
Ma ummMdoMa |2]. B tnrepartype onrcaHa B3aMMOCBSI3b YaCTOTHI
pazButust PMC ¢ psimoM ceMeiHBIX HaC/IeICTBEHHBIX CUHIPOMOB,
BKJTIOYAsT CEMEMHBIN pakoBbIii ciHIpoM JIu — dpaymenu (acco-
LIMMPOBAaHHBIN ¢ MyTauueit p53), HeiipopubpomaTos, a Takxe
cuHapombl Hynan, bekButa — Bunemana u Kocremo, uro cBu-
JIETEJIbCTBYET O BO3MOXKHOM reHeTrueckoit mpupone PMC [2, 7,
8]. PMC mompasnesnsiioT Ha TpY TMCTOJIOTUYECKIE TOATPYIIITHI:
mIeoMopGHbIe, SMOPUOHAIbHBIE U abBeoIsipHbIe. CyIeCTBY-
OLIIVie HA CETOMHSIIIIHUYI IeHb MeToIbI JieueHrss PMC BKiTouaroT
XUpypruto, Jydesyto tepanuto (JIT) u xumuorepanuto (XT) B 3a-
BUCHMOCTH OT CTauu 3a00JIeBAaHUST ¥ TUTIA OITyXOJIU IO JaHHBIM
uMmmyHorucroxumuueckoro (UI'X) uccnenosanus [9—11].

MeractaTuyeckoe pacripoctpaHnenue PMC opoutsl Ha-
GJTI0/1aeTCS HEYacTO, OAHAKO MPY OTCYTCTBUM JIEUSHUST BO3MOXKHO

MetactazupoBanre PMC B jierkue, KOCTU M KOCTHBII MO3T, TJ1aB-
HBIM 00pa30M TeMaTOreHHbBIM IyTeM, TaK KakK JUM@aTuIecKue
COCY/IbI BOPOUTE MpeICTaBICHbI BOTHOCUTEIBHO HEOOJIBIIIOM KO-
ymaecTse [2]. [TokazaHa BO3MOKHOCTB JIOKAJTLHOTO pacIipocTpa-
HeHust PMC opOGuThI B KOCTH OPOUTHI M MHTPaKpaHUaJIbHO [2].
Metactatuueckue PMC opOUTHI XapaKTepu3yIOTCsl 3HAYUMO
XYM BUTQJIBHBIM ITPOTHO30M 110 CPABHEHUIO C JTIOKAJIbHBIMU
dopmamu orryxonu [2, 12]. [TokazaHo, 4To 6onbmmmHCcTBO PMC
opbuTtsl (60,6 %) nMpeAcTaBIcHO B BUJE IOKAJTBLHBIX OTTYXOJIEBBIX
V3JIOB, a 5-JIETHSISI BBDKMBAeMOCTb cocTaBsieT 84,3 %, 4To 3Ha-
YUTEJIbHO BhIle, yeM npu PMC apyrux sokanuzauuii [3, 13].
K npyrum 61aronpusiTHbIM B OTHOILIEHUM BUTAJILHOTO TTPOTHO3a
¢akTopam oTHOCSIT MeHbIINH Bo3pacT (< 10 jieT), XKeHCKU oI
1 9MOPUOHATbHBIN TUCTOJIOTMYECKU I TUTT, HanboJiee XxapakTep-
Hulit st PMC opoutsl [3—4, 13, 14].

IEJIb HacTosieit paboThl — aHaanU3 COOCTBEHHBIX pe-
3yJIbTATOB JIEYEHUSI U AMHAMUUYECKOTO HAOJIIOJEHUS C yYETOM
BUTAJILHOTO MporHo3a aeteit ¢ PMC opOUThI.

MATEPHUAJ 1 METO/IbI

Hamu mpoaHamm3anpoBaHbl pe3yJIbTaThl PETPOCTIEKTUBHOTO
aHan3a 00CyIeI0OBaHus, JICYEHUST U JMHAMUYECKOTO Ha0Ito/1e-
Hus 32 nainueHToB, u3 HUX 18 maabunkoB u 14 nesouek, c PMC
opOuThI B Bo3pacTe ot 2 Mec (oauH pedeHoK) 10 12 siet, rpose-
YEHHBIX B YCJIIOBUSIX 0(TaIBMOJIOTMYECKOTO OTACICHUS TI0 JIe-
YEeHWIO OHKOJIOTMYEeCKMX 3a00s1eBaHMil opraHa 3peHust ®I'bY
HMMUII I'b M. I'enpmronbna B iepuon ¢ 2003 mo 2020 r. Han-
OoJibllIast yacToTa 3a00J1€BaHMsI OTMEUajach B BO3paCTHOM JIha-
mma3oHe oT 2 1o 7 ieT — 21 (66 %) maiueHr.

[MopaxeHue mpaBoii OpOUTHI BCTpeyasioch B 15 ciyyvasx,
JIeBO# opOUTHl — B 17 ciydasix. 30Ha OMyX0Ju B OpOUTE JIOKa-
JIn30BaJiach B 13 cityyasix B BepXHEM KBaJipaHTe, B9 — B BepXHe-
BHYTpPEHHEM, B4 — HIDKHEM, B 3 — BHYTPEHHEM U B 3 — HaApyX-
HOM KBaJlpaHTe.

B cTalimOHapHBIX YCIIOBUSIX OTACICHUS IETSIM TTPOBEIEHO
0011IeKJTMHUYECKOe 00CIeIoOBaHME: BU3OMETPHSsI, OMOMUKPOCKO-
THsT, TOHOMETPUST (TTAJTBITATOPHAST MJTU ITHEBMOTOHOMETPHS ), 9K-
30(TAIEBMOMETPHS, YJIBTPa3ByKOBast aXorpadus.

Bcem manmeHTam mpoBeneHa KOMITbIOTEpHAsST WJIM Mar-
HUTHO-pEe30HaHCHAsI ToMOorpadus opOUT B ABYX MPOEK-
uax (akcuajabHOU M (GpoHTaNbHOI) ¢ marom 1,5—2,0 Mm.
PMC npencraBieHa MpenMYyIIECTBEHHO MSITKOTKaHHBIM
oOpa3oBaHUEM OBaJbHOUW WMJIM HENPaBUJIbHOU (POPMBI C
YETKUMU TPaHUIIAMU, KaK ITPaBUJIO, UCXOISAIINM U3 IKCTPAOKY-
JISPHBIX MBI, 63 U3MEeHEHUS TIPYIIEKAIIINX KOCTHBIX TKAHEH.
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Ha pucynke 1 B HUXKHEHapY>KHOM OT/ieJie OpOUTHI ONpeaesieT-
Cs1 HeMPaBWJIbHOI OBaJIbHOM (hopMbI 00pa3oBaHUE C YETKUMU
TrpaHULIAMHU, MATKO2JACTUUYECKON KOHCUCTEHIIMM, TOMOT€HHOM
CTPYKTYPbl, KOMIIPUMUPYIOILIEE 3aTHUI MOJTIOC IIIa3HOTO sI0JI0Ka.
[Mpunexainas 9KCTpaoKyIsipHast Mbliiiia He AuddepeHIpyeTcs.

B yciioBusix cTaiimoHapa BceM IeTsIM MPOBEJAEHO Mep-
BUYHOE XUPYPTUUYECKOe JieueHue — OpOUTOTOMUS C MCMOJb-
30BaHKMEM TPAHCKYTaHHOI'O JOCTYIa B 26 ciiydasix (B TOM 4uClie
B 3 cayyasix noctyn o CMUTY), TPaHCKOHBIOHKTHBAJILHOT'O J0-
ctyna (B 2 ciyyasix) U C UCMOJIb30BaHUEM MOJAHAAKOCTHUYHO-
ro goctymna (B 4 ciyyasix) ¢ mocjeayroueid HMToJ0rn4ecKoi
(TUAB), rucronornueckoit u MI'X-Bepudukaiieii nmarosaoru-
YECKOM TKaHU BO BCEX CIIyJasix.

ITpoBeaeHO PYTMHHOE 1IMTOJIOTMYECKOEe U UMMYHOLIMTO-
xumuueckoe (MLX) uccnenosanue. 3a60p Matepuaia Ijs L-
TOJIOTUYECKOT0 UCCIE0OBAHMS BBIMOIHSIIN MHTPAOTIEPAIIMOHHO
onHoBpeMeHHO MeTonoM TUAD u otneuatka. [1purotoBieHue
M OKPACKy LUTOJOTMYECKUX MpenapaToB MPOBOAMIM MO CTaH-
naptHoii metoauke. MILIX mpoBoauian Ha Ma3Kax ¢ OLIEHKOM pe-
3yJIbTATOB METOIOM CBETOBO MUKPOCKOITUHU C MCITOJIb30BAHUEM
peareHTOB (upM «JlaKo».

ITocne mpoBeaeHMSI KOMITJIEKCHOTO JIeUeHUsI AeTU HaOT10-
aJMCh B NTMHaAMKKe B aMOyjaatopHbix yciaoBusix HMUILL I'b
uM. ['enbMrosibiia. Cpoky HaOMIONEHUSI COCTaBWIM OT 12 Mec
1o 11 et (MeanaHa HabmoaeHUsT — 60 Mec).

Cmamucmuueckyio 06pabomky TaHHBIX TIPOBOIMIIA C UC-
noJjb3oBaHueM nporpaMMm Microsoft Windows®7 u IBM SPSS
Statistics 23.0. Onpeaesisuii cpeHUE 3HAYCHMS, CTaHIaApPTHOE
(cpenHee KBaapaTU4YHOE) OTKJIOHeHUE (o), MeauaHbl (Me),
25-it u 75-i1 IPOUEHTWIN, MAKCUMaJIbHOE U MUHUMAaJIbHOE
3HavyeHue. JI1s OLleHKY BbIKMBA€MOCTH IMTPUMEHSIA METOI MHO-
XKUTeIbHBIX olleHOK KarmnaHna — Meiiepa.

PE3YJIbTATBI

ITpoBeaeH peTpoCneKTUBHbII aHATU3 PE3YJILTaTOB 00C/e10-
BaHMs uieueHust 32 aeteii ¢ PMC opOUTbI, TpU KOTOPOM aHAMHE3
3a00JIeBaHUsI COCTABMII OT OJHOI 10 16 Hen (MenuaHa — 5 Hex).

B craiimoHapHbIX yCJI0BUSIX 0D TAIbMOJIOTMUYECKOTO OT/E e~
HUS 110 JIEYEHU 0 OHKOJIOTMUECKHUX 3a00/IeBaHU 1 OpraHa 3peHust
®dI'bY HMUILI I'b um. I'eibMrosibiia mpoBeAeHO MOJHOE yaaie-
Hue PMC B opbuTte B 17 cityuasix, yacTuuHOe — B 9 ciyvasx, 3a-
60p buomnTata — B 6 ciydasix. Bo Bcex cirydasix 1o uTorpaMmmam
yCTaHOBJIEHA 3I0KAYeCTBEHHAas TPUPOJA ONYXOJIY U TUarHOCTH -
poBaHa PMC. Pe3ynbTaThl HIUTOJIOTUU MOATBEPXKAEHbI TUCTOJIO-
TMYECKUM UCCIIeJOBAHMEM BO BCEX Cyyasix.

OO01IMM U151 BCeX TUTIOB LIUTOTPAMM SIBUJIOCH TPUCYTCTBHE
BBIPAXXEHHBIX MPU3HAKOB 3JI0KAY€CTBEHHOCTU, HA OCHOBAaHUU

Puc. 1. Komnbto-
TepHasa Tomorpadus
PMC neBoit opbuTtbl
pebeHka 8 ner, ca-
rMTTanbHbIN Cpes
Fig. 1. Computer
tomography scan of
the left orbit RMS of
an 8-year-old child,
sagittal section

KOTOPBIX YCTAHOBJICH XapaKTep OIyXOJIn. XapaKTepPHbIC CTPYK-
TYpPHBIE IPU3HAKH, TAaKKE KaK CBOCOOPa3HOE PACTIONIOXCHHE KIle-
TOK B BUJIE ITYYKOB 1 XAOTMYHBIX CKOTJICHU, a TAKXKE BBITSIHYTast
(hbopMa KJIeTOK IMO3BOJISTIOT YCTAHOBUTH MUOTEHHYIO IIPUPO.TY HO-
BOOOpa30BaHUsI. XapaKTePHBIM LIMTOJIOTMYSCKUM ITPU3HAKOM
PMC s1BUJIOCH BBISIBICHHE B Ma3Ke aTMITMYHBIX KJIETOK — «pa-
KETOK», «IOJIOBACTUKOB» 1 «PEMHEBUIHBIX» KJICTOK BBITSIHYTOM
(bopMBI ¢ IJTMHHBIMU OTPOCTKAMM LIMTOIIA3MBbI U CBOEOOpa3-
HOTO UX PAaCITOJIOXEHUsI, HATIOMMHAIOIIETO My4yku (puc. 2, 3).

I10 0COOEHHOCTSIM IIUTOJIOTMYECKOr0 Ma3Ka, a MMEHHO 10
HaJIMYUIO MEXKYyTOYHOTO BelleCTBa, hopMe, pa3Mepy KIETOK 1 MX
PacIoJIOXKEeHUIO ¢ hcrob3oBaHreM MIIX-uccaenoBaHus yrou-
HeH Mopdonornyeckuii Tun PMC (puc. 4, 5).

TTo MmopdosornyeckoMy TUIY BbIsIBIIEHBI B 28 (87 %) ciy-
yasix PMC am0OpuoHanbHoro u B 6 (13 %) ciyyasx — anbBeo-

JIIPHOTO TUIIA.

ManbHeiillee JeyeHUe MPOBOAMUIOCH C YYETOM pPe3yJib-
TaTOB MOP(OJOrMYECKOT0 UCCICI0BAHUS 1 UMMYHO(DEHOTH -
na KJeToK Ha ocHoBaHuu MT'X-uccienosanusi. Bcem getsim ¢

Puc. 2. MHorosaepHas kneTka «rofnoBacTuK» C MHOXECTBEHHbIMM MO-
NMMOP@PHBLIMUY SapaMN U 903UHODUNBLHOK uuTonnasamoi. Okpacka no
Mannexrenmy, x 100

Fig. 2. Amultinucleated “tadpole” cell with multiple polymorphic nuclei
and eosinophilic cytoplasm. Pappenheim staining, x 100

Puc. 3. PMC op6utbl. UMMyHOUUTOXMMUYECKOE UcchenoBaHue. MNo-
JIOXUTENbHAs 9KCNPeCCcUs AeCMMHA B OMyXOJEBbIX KIleTkax

Fig. 3. Orbital rhabdomyosarcoma. Immunocytochemical study. Positive
desmin expression in tumor cells
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Puc. 4. PMC op6buTbl (anbBeonsipHblii BapuaHT). Knetkn okpyrnou
dOopMbI C NONMMOPOHBIMU SAPBILLKAMU, BUOHbI BYX- U MHOMOSIAEPHbIE
dopmbl. MuTo3. Okpacka no MNannexremy, x 100

Fig. 4. Orbital rhabdomyosarcoma (alveolar type). Cells rounded with
polymorphic nuclei, 2 and multinucleated forms are seen. Mitosis. Pap-
penheim staining, x 100

Puc. 5. PMC op6uTbl (3MO6puoHanbHbii BapuaHT). Knetku onyxonm
OKPYII0M 1 BbITAHYTOW OPMbI MOrPy>XeHbl B MUKCONOHOE BELLLECTBO.
Okpacka no Mannexrenmy, x 40

Fig. 5. Orbital rhabdomyosarcoma of the orbit (embryonal type).
Tumor cells of rounded and elongated shape are immersed in myxoid
substance. Pappenheim staining, x 40

Puc. 6. KnuHnyeckas kaptnHa PMC op6uTbl y pebeHka 9 net
Fig. 6. Clinical appearance of orbital rhabdomyosarcoma in a 9-year-
old child

yCcTaHOBJIEHHbIM AuarHozoM PMC B mocieonepalimuoHHOM Mepu-
oJie MpoBeieHa KOMOMHWPOBAHHAsSI TEPANUs: CUCTeMHasI TOJIM -
xumuorepanust (ITXT) u nucranunonHas JIT (JIJIT) B ycoBusix
CIelMaIU3UPOBAHHBIX OHKOJIOTMUYECKUX KIUHUK.

BbkuBaeMocTh B UCCIeyeMOM Ipymnie AeTeil COCTaBu-
s1a 100 %. I1o okOHYAHUU JIeueHUsT 0eCCOOBITUIHBII Tepro (pe-
30p0LMs onmyxoin) Habmomancs y 24 (75 %) neteit. CoOBITHITHBI
Mepuoj BhIsIBIICH B 8 (25 %) ciaydasx: U3 HUX PELIMIUB OIyXO-
JIA BBISIBJIEH y 7 ieTeii U MPOJOKeHHBIN POCT OIyX0JIM HabJII0-
Jajcsl y oMHOro pedbeHka. B cBsi3u ¢ 3TUM eTsIM Obli1a TOBTOPHO
nposeaeHa cuctemHas [1XT (c uameHeHuem nporokosia XT) u
npoBeaeH MoBTopHbIii Kypc JIT Ha o6sacTh opoutsl. B 4 ciyua-
sx peruanBa PMC, HecMOTpsl Ha MPOBOIMMOE CUCTEMHOE TPO-
THUBOOITYXOJIEBOE JIeUeHUE, OTMEYAJICS POCT OMYXOJIM B OpOUTE,
B CBSI3U C YeM MPOBeJeHa 9K3EHTEPaLUsl OPOUTHI, MOCE Yero
Habronanach crabuau3alus npouecca. B omHoMm ciayyae y ofi-
HOro pebeHKa yepe3 6 Mec Mo OKOHYaHUY KOMOMHUPOBAHHOIO
JIeYeHUsI BbISIBJIEHO MO03PEHME Ha MeTacTa3 B roJJOBHOI MO3T,
YTO He MOATBEPAUIOCH MPU JaJIbHEeIIeM HaOII0IeHUM.

B otnanenHoMm niepuone (uepe3 3—5 jieT) mpoBeneHbl pe-
KOHCTPYKTUBHbIE OTIEpalIMU MO KOPPEKIIMU MTO3a, KOCOTIa3usl,
OUYKOBas WIM MpU3MaTUUECKasi KOPPEKIUsI CI0KHOTO WU CMe-
IIaHHOTO acTUrMaTu3Ma. [1pu pa3BUTUM CUHAPOMA CYXOTo I1a3a
MPOBOJMJIM KOHCEPBATUBHYIO MECTHYIO Tepanuio. [Toce sK3eH-
Tepaluy OpoOUTHI MPUMEHSIIU 9KTOMPOTE3UPOBAHUE.

OBCYXJIEHUE

ITo naHHBIM JTUTEpaTYpPhI, A5 MaieHToB ¢ PMC opOuThI
MPOTHO3 OTHOCUTEIBLHO OJIArOMPUSITHBIN B CBSI3U C yI0OHOI aHa-
TOMUYECKOI JIOKaIu3aluein onmyxoiu (BbIpaXXeHHOCTb CUMIITO-
MOB HabJtofaeTcst B 1e0ioTe 3a00J1eBaHUsI), TUCTOJOTUYECKUM
ctpoeHreM (80 % 3MOPUOHATILHBIX OITYXOJICi) M BO3PACTOM I1a-
uueHTa [2]. [TaTuieTHsIsE BBDKMBaeMOCTh ITPU 3MOPUOHAIbHOM
PMC cocrasisiet 94 %, npu anbBeosisipHoit — 74 % [2]. O61mast
BBIXKMBAEMOCTh JOCTaTOUHO BbicoKa (92 % uepe3 5 et u 87 %
yepes 10 yiet) [15]. BekuBaeMocCTh IocC/Ie peluanuBa OIyX0Ju
3aBUCHUT OT BO3pacTa JebroTa 3a00JeBaHUsl, TUCTOJIOTMYECKOTO
TUMA, KIMHUYECKON rpymnnbl 1o kiaccuduxkanuu IRS u npen-
mectBytonux XT u JIT [16]. B Hamreir pabote BbIXKUBAEMOCTh
cocraBuiia 100 %.

ITocne npumenenus JAJI'T BO3MOXHO pa3BUTHE 1IEJIOTO
psia OCITOXHEHUIA, BKITIoUast Katapakty (55 %), CHHIPOM CyXO-
ro miasa (36 %), runornasuio opoutsl (24 %), nros (9 %), ny-
yeByto peruHonaTio (90 %), acCUMMETPUIO JIMIla, BTOPUIHYIO
10 OTHOLIEHMIO K KOCTHOI I'MIIOIUIa31uU, KEPATOKOHBIOHKTH -
BMT, CTEHO3 CJIE€3HOT0 KaHasa, AeheKThl 3y00B, 3aepKKy pocTa
(B cityyae SITpOreHHOTo 00JTydeHUsI TMnodu3a) U BTOpUYHbIE OITY-
XOJIM, TAKME KaK OCTeOreHHas capkoma, inMdoobiacTHas Jeiike-
Mus U MestaHoma [1-2, 17].

AHaJIU3 HAILIUX JAHHBIX BBISIBUJ, YTO JUIUTEILHOCTb aHAM -
He3a He 3aBMCHUT OT NaJlbHOCTU MPOXMBAHUS MallMeHTa U B
MePBYIO OUepe/ib CBsI3aHA C MHTEHCUBHOCTBIO ITPOSIBIICHUS U Ha-
pactaHusi CMMIITOMaTUKU 3a0os1eBaHusl. [lepBoHayaibHOMY MPo-
SIBJICHUIO 3a00JieBaHUs TpeiiecTBoBaio 3aboneBanue OPBU
WUJIM COCTOSIHUE, COMPOBOXKAAOIIeecs runeprepmueit, Ha oHe
KOTOPOTO WM 110 OKOHYaHUU (depe3 1—2 Her) MOosIBIISIICS OTeK
BeKa, BhIMSIYMBaHUE (9K30(TaIbM) IJ1a3a CO CMELIEHUEM €ro B
CTOPOHY, MPOTUBOIOJIOXKHYIO OT MECTA JIOKATU3ALIMU OITYXOJIU B
opbuTe, OrpaHUUYEHKE MOJBUKHOCTH 1432, BHIPAXKEHHbI Kpac-
HbIIi OTEK (XeM03) Oy 1b0apHOI KOHBIOHKTUBBI MJIU KOHBIOHKTH -
BaJIbHOTO CBOJIA, IITO3 MJIM HECMBIKaHUE BeK (pHcC. 6).

VY nosioBUHBI 60JIbHBIX OTMeYalicsl 00JIEBOM CUHAPOM.
B ciiyyae HecMbIKaHUSI BEK COCTOSIHME COMPOBOXAAIOCH Ke-
patonatueil, CHUKEHUEM OCTPOTHl 3PEHUs HAa CTOPOHE
MOPaKEHMSI.
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Ha 3nokauecTBeHHBII XxapakTep Mpoliecca yKa3bIiBajo To,
YTO, HECMOTPSI Ha CPABHUTEIbHO HETTPOJIOKUTENbHBII aHAMHE3
(MenuaHa — 5 Hel), B OpOUTE BBISBIISLIICS oYar OImyXoJu 00Jb-
mux pa3mepoB — oT 10 710 48 MM 10 MPOTSIKEHHOCTH (Meana-
Ha — 30,4 MM) ¢ TOpaxkeHUEM TPUJIETAIOIIUX SKCTPAOKYJISIP-
HbIX MBI (DOM), XKUPOBOU KJIETUYATKM U paclpocTpaHe-
HUeM B Ir1y0ookue oTaesibl opouThl. PaHee mpeamnoaraiu, 4To
PMC pazBuBaercs u3z D90OM ¢ npeuMylIeCTBEHHBIM ITOpaxke-
HUEM BEpXHEl KOCOU MbIUILbI, YTO 00Jiee XapaKTepPHO IS
5MOPUOHAILHOTIO TUIIA OMYX0JIU, B TO BpeMsi Kak PMC anbBe-
OJISIPHOTO TUIIA Yallle BCTPEYaeTCs B HUKHEM OT/eJe OPOUTHI.
B HacTosiiiee BpeMsi oka3aHo, YTO OIMYyXOJb Pa3BUBAETCS U3
TTIOPUIIOTEHTHBIX ME3EHXUMAJIbHBIX KJIETOK, 00J1a1al01I X CTIO-
coOHOCThIO AUdbepeHIMaIIMY B MbIIIIEUHbIE KJIETKU [2, 18, 19].
B psne ciyyaeB mpruMHOI pa3BUTHUSI HOBOOOpPA30BaHUS CIIy-
XKUT 00ydyeHue 00J1acT OPOUTHI, UYTO MPUBOAUT KO BTOPUYHO
MHAYLMPOBAHHOI omyxou [2].

Hamu vccnenoBaHusi MOATBEPAWIN BbILLIENTPUBEICHHbBIE
cBeneHuss o PMC u nokasaju, 4To OMyX0Jib MOXET BCTPEYaTh-
csl B JII0OOM OT/Iesie OpOUTHI, OCKOJIBKY TOJBKO Y 1/3 manueH-
ToB PMC BhIsIBIEHA B BEpXHEBHYTPEHHEM KBaJpaHTE OPOUTHI.
N3 6 ciiyyaeB PMC abBeoIsIpHOTO THUIIA TOJIBKO B OTHOM ClTy4ae
OIyXOJIb BBISIBJIEHA B HUKHEM OT/eNe, B 2 cayyasx — BepX-
HEBHYTPEHHEM M B OJTHOM cJy4yae — Hapy>KHOM U BEpXHEM
OT/e/Ie OPOUTHI.

ITo naHHBIM JTUTEPATYPbI, MPU3HAKHU, BBISIBIsSIEMbIE TTPU
yabTpa3BykKoBoMm uccienoBatuu (Y3W), He Tunuunsl ais PMC
OpOUTHI, a pacrpocTpaHeHUEe YIbTpa3ByKa B OoJiee IyOoKue
TKaHU 3aTPYAHEHO, TO3TOMY UCToJib3oBaHue Y3 W mis auarto-
CTUKM OMyXoJieil opouThl orpaHudeHo [20, 21]. Hanbomee yacto
PMC no nanubiM Y3U npeacrapiieHa Kak XOPOILIO KOHTYPUPO-
BaHHas1, TeTepOoreHHas, UPPETYJIsIpHasl Macca ¢ 9XOreHHOCThIO,
BapbUPYIOLIEH OT HU3KOM 10 CpeIHEN, a IO JaHHBIM JIOIIIIEPO-
rpauu PMC xapakTepu3yeTcst HeITOCTOSSHHBIM BHYTPUOITYXOJIe-
BbIM KPOBOTOKOM [20, 21]. UeTKre KOHTYPbI OITyXOJIM [0 JAHHBIM
V3MU yaiiie oTMevaauch Ha paHHUX CTaausIX 3abosieBaHus. B ka-
YyecTBe OJHOrO U3 npu3HakoB PMC onucaH nceBIOKMCTO3HbII
BHEIIIHUIT BUJ] OITyXOJI, YTO OOYCJIOBIEHO HAIMYMEM BEPETEHO-
BUJIHBIX KJIETOK MpU 3MOpuoHaibHoii PMC.

AHanu3 HallluX JaHHBIX TTOKa3aja, 4YTO OOIIMMU YJIbTpa-
3BYKOBBIMU Tpu3HakamMu PMC SBIsIMCh TUTIO9XOTEHHOCTh U
YyeTKHe KOHTYPbI OMyX0JIu (pUc. 7) 3a cUeT BbhIpakeHHOM aKyCTH -
YECKOU pa3HUIIbI C OKPYXAIOLIUMU TKaHSIMU, HEOJTHOPOJHOCTD
CTPYKTYPbI, TPEUMYIIIECTBEHHAsI TUTIEPBACKYISIPU3ALIMSI OTTYXO-
JIM U apTEPUOBEHO3HbIN CIIEKTP BHE3AaITHOW OCTAHOBKU KPOBO-
oopamenust (BOK) (puc. 8), cpeaHeckopoCcTHbIE MOKa3aTeu
BOK ¢ noHuXKeHHbIMU MHIEKCAMU IepudepuuecKoro comnpo-
TUBJIEHUS, Haauuue myHTupytomux BOC, penko kojnare-
PaJbHBI apTepUAIbHBIA KPOBOTOK, HAJIMYME APEHUPYIOIIUX
BeH (puc. 9).

BrisiBaeHHbBIE 9X0rpaduuecku CTPYKTYPHbBIE U TeMOMHA-
Mmuueckue ocooeHHocT PMC yka3blBaOT Ha BRICOKYIO METab0-
JINYECKYIO aKTUBHOCTD OTTYXOJIM, YTO MO3BOJISIET MPEATOJ0XKUTD
3JI0KaQ4€CTBEHHYIO IMPUPOIY 00pa3oBaHUsI 1 0OOCHOBLIBAET He-
3aMeUIUTENIbHOE Havaslo jedyeHus. Takum o6pa3oM, aHaMHe3 U
pPE3yAbTAThl KIMHUKO-UHCTPYMEHTAIBHOTO 00CIeIOBaHUS MO-
MOTalOT YTOUHUTD XapaKTep POCTa U JOKAIU3ALMIO OTYXOJIH, UTO
BJIMsIET HA BBIOOP XUPYPruuecKoro noaxoaa u 00beM orepanm-
OHHOT'O BMENIATeIbCTBA.

CriefyeT OTMETUTh, YTO XUPYPTUUECKHUIA MOAXO/ MPpH yaa-
JICHUM WM 3a00ope OuonTaTa OMyXoJu, MO HAIIUM JaHHbBIM,
He OTAroIlaeT TeueHue 3a00JIeBaHUsI, a OCTATOUHbIE KOCMETO-
JIOTMYECKHE COCTOSIHUSI M OCJIOXKHEHUSI 10 OKOHYAHUU BCETO
Kypca JieyeHMsT B JOJTOCPOUYHOM Mepuoe HaOIIOAeHs 3aBH -
CAT OT UCXOHOTO 00BbEMA OMYXOJIU, €€ JJOKAIU3allu1 U CTere-

tairowv

Puc. 7. T'nnoaxoreHHas akycTndeckas naoTHOCTb M YETKME KOHTYPbI
PMC opbuThl

Fig. 7. Hypoechogenic acoustic density and clear contours of orbital
rhabdomyosarcoma

Puc. 8. TpexmepHass aHrMopekoHCTPYKLUUS, 06 beMHoe n3obpa-
XEHMe COCyaMCTOro pPUCyHKa rmnepBackynsipHo cTpykTypbl PMC
opbuTbl

Fig. 8. Three-dimensional angioreconstruction, volumetric image
of the vascular pattern of the hypervascular structure of orbital
rhabdomyosarcoma
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Puc. 9. KonnatepanbHblii KDOBOTOK BO BHYTPUOMYXO/EBbLIX apTe-
pusix aMOpuoHansHol PMC opOuThl

Fig. 9. Collateral blood flow in the intratumoral arteries of embryonic
orbital rhabdomyosarcoma
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HM MOPaXXeHUsI OpOUTATIbHBIX TKaHel. [TosydeHHbIe pe3yabTaThl
COTJIACYIOTCS C UMEIOLIMMMCS TaHHBIMU JINTEPATYPhI O TOM, YTO
OTHOCUTEIbHAsA BbIKMBAEMOCTb B OOJIbIIEH CTETIEHU 3aBUCUT
OT MPOTPECCUPOBAHMS OMYXOJIHU, YeM OT pazMepa NMEPBUYHOTO
ouara [3, 13]. BoamoxxHocTb noJiHoro yaaneHuss PMC u3 opou-
ThI MO3BOJIsLIIa U30aBUTh peOeHKa OT TSTOCTHOTO TOKCUYECKOTO
BJIMSIHUSI OITyXOJIM Ha TKAHU OPOUTHI Uy 2/3 alIMEHTOB CITOCO0-
CTBOBAJIA MTOBBILLIEHUIO OCTPOTHI 3PEHHUSI HA CTOPOHE MOPAKEHUS
yXe B paHHEM TocieonepalmoHHoM nepuone. [Tpumep BHel-
Hero BUA MalMeHTa Moc/e yaaaeHus OMmyXoau U KOMOMHUPO-
BaHHOI XMMHUOJIY4YEeBOI Tepalvu npeacTaBieH Ha pucyHke 10.
ITo naHHBIM aBTOPOB, 60IbIIMHCTBO PMC 0pOUTHI OTHO-
cATCSl K 9MOPUOHATBLHOMY THITYy, a TJIeOMOP(MHBIA TUM Xapak-
TEpPeH TOJbKO VISl B3POC/bIX MAlMEHTOB (MeAuaHa — IecTast
nekana xxusHu) [2]. OnpeneneHue Mopdosornyeckoro u MI'X-
tuna PMC niis BbigBiIeHUS! CyOTUIIA OITyXOJU MMeEET OOJIbIIOe
3HauYeHMeE 1J1s1 BbIoopa rpoTokosia X T 1 J0JKHO MOATBepKAaThb-
¢ UTX u nuuroreHeTMYeCKMMM METOIaMU. DMOPUOHAIbHBII
tur cocranisiet ot 50 10 70 % PMC op6utsl. Yaiire HabI01a10T
OUMOJISIpPHBIE KJIETKHY C 0C1abIeHueM MeTa00JIMYECKUX IPOLIeC-
COB B LIMTOIIa3Me, PexXe — HeMPaBUJIbHO YIJTMHEHHBIE KIETKU
¢ pacuupeHueM uToriasMel [18]. OObIUHO KJIETKM 00pa3yloT
CTPYKTYpPbI, HAITOMMHAIOIIIME TIeperieTeHHbIM mydok [22]. ITo-
TEePEYHYIO UCUEPUYEHHOCTD (y3/1bl AKTUHOBBIX 1 MUO3UHOBBIX (D -
JIAMEHTOB) B LIUTOTJIa3Me BU3YAJTM3UPYIOT MPY OKPACKE TPUXPOM
1Mo MaccoHy ujiu BoJb(ppaMOBOKHUCIIBIM FeMaTOKCUIMHOM [23].
OTnenabHO BBIASASIOT KUCTeBUAHBIN Tl PMC, aBasitomuiics
Pa3HOBUAHOCTBIO SMOPUOHAIBHOTO M UMEIOIINI COCOYKOBYIO
(manmuisipHyo) hopmy [2]. AnbBeosnsipHbiii ThIt (20—30 % op6u-
taabHbIX PMC) XxapakTepu3syercst HaIMuueM cJ1ab0BbIpaXkKeHHbIX
CKOIJIeHU HU3KoAMDGhEePEeHIIMPOBAHHbBIX 3I0KAUeCTBEHHBIX
KJIETOK, MJI0OXO OPraHU30BaHHbIX U pa3/e/IeHHbIX HA HEMTPaBUIIb-
Hble OBaJbHbIE MTPOCTPAHCTBA C MOMOIILIO TOHKUX (hrubdpoBac-
KYJSIPHBIX CENT, OPTaHU30BaHHBIX B AJIbBEOJSIPHOM TOPSIAKE,
OTCYTCTBYIOIIeM ITpu 3MOproHanbHoM Tune PMC [2]. s naH-
Horo tuna PMC xapakTepeH I1JI0X0i BUTaIbHBIIA TTPOTHO3 [18].
ITo HamuM AaHHBIM, BO BceX 32 cayyasiX BBDKMBAEMOCTb
neteit ¢ PMC cocraBuiia 100 % B cpoke HaGoneHust oT 12 Mec
1o 11 net (MeauaHa HaGmoaeHUsT — 5 jieT): u3 Hux 28 PMC 6buin
SMOPUOHATBHOTO THIIA U 6 — ajbBeosspHOro Tumna. Ipu cono-
CTaBJIeHUU MOPGHOJIOTrMYECKOro TUMA OMYXOJU U COOBITUITHO-
CTHU TeUeHMUsI 3a00J1eBaHMS HE BBISIBIEHO YE€TKOM B3aMMOCBSI3H,
MOCKOJIbKY U3 4 cilyyaeB peluanuBa OMyXoJiu, 3aBEPIIMBIINXCS
9K3eHTepalueilt OpoOUTHI, TOJIHKO B OJJHOM CJTyyae BbISIBJIEH alb-
BeoJsipHblii Tut PMC. OueBuIHO, OTBET Ha 3TOT BOIIPOC CJICIyeT
HCKaTh B U3yYEHUU MOJIEKYJIIPHO-TEHETUUECKUX XapaKTepUCTUK

Puc. 10. KnuHunyeckas kapTuHa 4epes 16 Mec nocne xmpypruyeckoro
yoanenus PMC neBoi opbuTtbl 1 KOMOVHNPOBAHHOW XMMWOJTy4YEBOWA
Tepanumny pebeHka 11 net

Fig. 10. Clinical presentation 16 months after surgical removal of
rhabdomyosarcoma of the left orbit and combined chemoradiotherapy
in an 11-year-old child

PMC. INoka3aHo, uTo oOHapyXeHue coctaBHOro 6enka PAX3-
FKHR yka3piBaeT Ha He01aronpusITHBINA BapUaHT aJIbBEOJISIPHOM
PMC, B T0 Bpems Kak cocraBHoli 6e10Kk PAX7-FKHR cootset-
CTBYET OTHOCUTEJIBHO 0J1aronpusTHOMY BAPUAHTY OITyX0JIu [24].
HccrenoBaHus TaKOTo posia eIMHUYHbBI M HYKIAI0TCS B TPOI0JI -
XeHuu. B Haleit paboTe MoJIeKYJISIpPHO-T€HETUUECKOE UCCIIea0-
BaHUE He TPOBOAMIIN.

3AKJITIOYEHUE

IpencraBieH aHanIU3 COOCTBEHHBIX HAOMONEHUI 32 ne-
teit ¢ PMC op6uTthl. BerkrBaeMocTh 60J1bHBIX cocTaBua 100 %.
ITpu neuenunt PMC opOGuThI BaxkeH KaxKIblil 3TaIl: OT AMarHOCTH -
KU JI0 JIeYeOHBIX MEPONPUSITUIA, TOCKOJbKY CBOEBPEMEHHOCTh
OKa3aHMsI TOMOIIM MO3BOJISIET COXPAHUTD KM3Hb MallMEHTA.
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