Baxxgoe 3HaueHHEe MIsI CYMMAapHOIO HCXOHa JICUCHHS
OOJIBHBIX CO 3JI0KAYECTBEHHLIMH HOBOOOpa30BaHUAMU
OMNOPHO-IBUTATEIBHOTO aNllapaTa MBI IPHIAEM COCTOSHUIO
MMMYHHOTO CTaTyca W €ro KOPPEeKUUH, KOTopas [OJIXKHA
MPOBOJUTECS B IEPUOIIEPALIHONHOM NEPHO/IE COBMECTHBIMU
YCUIMAMH XUPYpPrOB-OHKOJIOIOB, HMMYHOJIOIOB, AHECTC3H-
OJIOTOB U PCAHMMATOJIOTOB.

MHoroumcieHtble HCCle0BaHUs, pellalome JaHHYIO
upobnemy [2, 4, 5, 10, 12—14, 19], cBUAECTENLCTBYIOT O
BAXXHOCTH 3TOr0 HAYYHOTO HAIlpaBICHUSL

Bueapenne HOBEMIIMX [OCTYDKEHMH B aHECTE3HOJIOTHYCC-
KYIO TIPaKTHKY, OCHAINEHUE ONEPAIMOHHBIX COBPEMEHHBIMH
JIMATHOCTHYECKMMH U KOHTPOJIUPYIONIMMH IpubopamMu, YKOM-
IUIEKTOBAHHOCTL OTAEIEHHS BBHICOKOKBaNU(UIIMPOBAHHBIMH
aHecre3snoioraMi, pabOTAIOMIMMH JIOKOTh K JIOKTION C
BBICOKOKBAJIM(DUIMPOBAHHBIMH XHUPYpPraMH, — BOT 3aJIOT
yCIeXa B PEIICHMH CIIOMHBIX MpOoOIeM JiedeHHT GOIBHBIX
CO 3JIOKAUeCTBCHHBIMH HOBOOOpa30BaHMAMU OIIOPIIO-ABH-
T4TEJIBLHOTO alnapara.
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Kaheopa demexoti onxoaveun Poceutickoti veouyunckoil akadesuu
nociredunomozo obpasosanus, HHH demckoti onxosoeun
u eexamonoeuu, HHH xaunuueckoit onkono2uu

CapKOMI)I MSTCKHX TKaHEeW 4acTo BCTPCUAIOTCSL B JIET-
CKOM BO3pacTe, YCTyIas TOIBKO reMobiacTo3aM H OIly-
XOJISIM IEHTpaNbHOM HepBHON cucrembl. Kak u omyxonn
IIOUCK, 1N I’ICI‘/'IpO6J'IaCTOMI)I, 3JIOKAYUYCCTBCHHEBIC OITYXOJIA MJIT-
KMX TKaHel HabmonaroTes y ieTel B 8% cinyuaeB. Hanbonee
PACHIPOCTPAHEHHBIM  MOPQOIOTHUECKMM BHIOM CapKOM
MATKHX TKaHEH SBIsAeTCS pa6,IIOMPIOCapKOMa, Ha JOJIO KO-
TOPOI NPUXOAUTCS, [0 HAIIUM JaHHBIM, 0 40% onyxonei
naunoro Buna (HMMW nerckoit oHKONOTHH H reMaTOJOTHH
OHL[ PAMH).

PaGI[OMHOCEIpKOMa 11apy>x<110171 JJOKanmu3anquu OTHOCHUTCSL
K TOMY HEMHOTOHCICHHOMY THITY OHYXOHCfI JETCKOI'O BO3-
pacra, KOTOPBIC Yalll€ BCCTI'O JOCTYITHDI Bn3yaanoﬁ OLICHKC.
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CHILDHOOD RHABDOMYOSARCOMA:
TODAY DIAGNOSIS AND TREATMENT
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Soft-tissue sarcoma is the third common childhood
malignancy after hematology and CNS malignancies.
Like renal cancer and neuroblastoma, soft-tissue ma-
lignancies are diagnosed in 8% of cases. Rhabdomyosar-
coma is the most frequent morphological type of soft-
tissue sarcoma which accounts for 40% of the sarcomas
(Research Institute of Pediatric Oncology, CRC, RAMS).

External rhabdomyosarcoma belongs to the small
class of childhood tumors that may be evaluated visually.
However, advanced disease is rather common, and what
is surprising diagnostic errors are 85% (!) of the cases.
Analysis shows that underestimation of disease clinical
signs, low oncological alertness, poor awareness or ne-



Mexny TeM 3allyIEHHOCTh TIPH 3TOM 3a00JIEBAHUH OYEHD
BBICOKA, IIPHYEM OCOOEHHO MOPaXKaecT 4acToTa BpaueOHBIX
ommmbok — 85% (!). AHaau3 NpUYUH 3allyOIeHHOCTH IIO-
Ka3bIBACT, YTO OCHOBHBIMHM M3 HUX SBJIAIOTCS HEHOOLCHKA
KITHHIYECKOH KapTHHBI 3a00J16BaAHNs, HU3KUH ypOBEHD OH-
KOJOTHUECKOM HACTOPOKEHHOCTH, a TAKXKE HE3HAHHE WM
UTHOPUPOBAHUE METOJIOB HCCIICAOBAHUS, TO3BOIISIONINX YC-
TAHOBHUTH 3JIOKAYECTBEHHOCTD IIpOLECCa.

HuarHocTuka pabaoOMHOCApKOMBL Y JeTell JOJKHA
OBLITh KOMILIEKCHOH C yYeTOM NAHHBIX KIMHMYECKOTO, MH-
CTPYMEHTAILHOTO, 1a00paTOPHOTO, PEHTIEHOJOTHYECKOIO,
PAIMOHYKIUIHOrO, YIbTPa3BYKOBOTO M Mopdororuyec-
KOTO MeETOmoB. [IpuMeHeHue OOBIUHBIX METOLOB (hU3H-
KansHoro o6ciaeoBaHUs MO3BONSIET ¢ Oonbmed poei
BEPOSTHOCTH MCKIIIOYUTH HIH MOATBEPAUTE ONYXOJEBBIM
Ipolecc, MHOTAA IPEANONOXKUTh Haxe BHI HoBooOpa-
sopanus. [Ipu 3TOM oONpefensiorTcs pa3Mephl ONMYXOHH,
€e KOHCHCTEHI[US, CTCICHb BOBJIICUCHHUS B HpOIECC OK-
pYXaloIUX TKAHEH, HAJIMUHe PETHOHAPHBIX METAaCTA30B.
Hpy HapyXHBIX JIOKAIN3AIMSIX HOBOOOpa30BanuH aAua-
THOCTHKA OOLIYHO HE IpeacTaBigeT OOJBIIUX TPYyH-
HOCTEH.

X. O. Hunpo Kacrenwsnoc u coast. {2}, npuBond Ha-
pmogenye 3a 172 GOJILHLIMH ¢ CAPKOMAaMHU MSTKUX TKaHeH,
OTMEYAIOT, UTO MPU IEPBUUHOM OOpalllcHMH B palOHHYIO
MMONMKINHUKY TTPABUIBHBIN JUATHO3 OBIN MOCTaBIIEH TOIb-
KO y nojoBuHbl jgercid (48,8%). OcrainbHple HaxXOIWIHCh
o, HABIIOAeHUEM H MOJIYJaIH JIeUeHUe 10 IOBOAY IIpEil-
IroJIaraeMoM MBIINEYHOH T'PhIKH, TeMaTOMBI, BOCIIAIHNTENb-
HBIX UHQUIBTPATOB U T. A. U NOIYYalIH COOTBETCTBYIOUIYIO
Hea/ICKBATHYIO TEpaIuio.

Knnanueckue Habmonmenus M. T. Kuplma w coasT.
[1] mOKA3BIBAIOT, YTO IIPU IIEPBUYHOM OOpAIllCHHU K Bpauy
JIMATHO3 3IOKAYECTBEHHOM OITyXOJIM MSTKHX TKaHeil Obln
ITOCTaBIIeH TONbKO Yy 6,6% manueHToB. Hanbornee wacro
OIMUBOYHO CTABUJIM JUATHO3 NOOPOKAUECTBEHHBIX OIIyXO-
Jeil (arepoma, TMIpoMa, HEBpHHOMa, IHIoMa, (ubpoma
u np.) —y 40,8% 6onpHBIX. IlouTH CTONBL K& YacTo 3a-
folleBaHMe BOCIPHHHUMAJIOCH KaK pas3flIHYHOIo poja BOC-
NajJuTelbHblE H3MEHeHUs (apTpuT, OypcHUT, OCTEOMUENHT,
TyOEepKYIE3HLI TOHUT, XPOHHUYECKHH BOCTIATHTEILHBIIH
nporece, numdoaaeHut). Takue omMOKH IPU IEPBUTHOM
obpamennn ormeuanuchk B 38,3% ciydaes. Kpome Ttoro,
BBICTABJIAIMCH MTHATHO3BI U TOCTTPABMaTHUECKUX HM3MEHe-
uuil (OCyMKOBaHHAS TeMaToMa, OCCUPUIMPYIOIIUH MHO3HUT,
MOBPEXKICHUE CBA30K W JP.).

Taxum o6pazoM, KIMHHYICCKHE CHMIITOMBI pabmoMHuo-
CapKOMBI MSITKHX TKAHEH He OTJIHYAIOTCS CHELIH(UIHOCTBIO
U B 3HAYUTEIBHOM MPOIEHTE CIYUAEeB MOI'YT HAIIOMHHATH
pasnuuHble 3a00JeBaHUA, B TOM UYHUCIC H HEOIYXOJEBEIC.
B cBssu ¢ aTHM TiprobpeTaloT 0O0JIbLIOE 3HAYCHHE JOIOI-
HHTeJIBHBIE METOMABL OOCIIEHOBAHUSI, KOTOPBIE IO3BONSIOT
BBIABUTH IPH3HAKH OMYXOJIEBOrO Mpoliecca, YTOUHUTE MIpH-
POy HOBOOOPA3OBAHHIL.

IIpoBoJst NHATHOCTHKY H U] (depeHIHAIBHYIO Hua-
IHOCTHKY IIpH MOJO3PCHUH Ha 3MOKAYECTBEHHBIH IIpolecc,
B YACTHOCTH Ha pabJIoMHOCAPKOMY, Bpad JOIDKEH OTBETHTh
Ha CIELYIOIIME TPU OCHOBHBIX BOIIpOCa.

Bo-mepBhIX, 4TO 332 MATOJIOTHYECKH MPOLIECC MMECTCS

glect of study methods that allow correct diagnosis are
main causes of the late start of specific treatment.

Diagnosis of childhood rhabdomyosarcoma should
be complex and take into account clinical, instrumental,
x-ray, radionuclide, ultrasound and morphological find-
ings. Routine physical examination allows detection of
tumor disease and even supposition of its type in some
cases. The examination determines tumor size, consis-
tence, involvement of adjacent tissues, regional metas-
tases. The diagnosis is not very difficult in superficial
disease.

Kh.E.Nignio-Kasteglianos et al. [2] studied 172 cases
of soft-tissue sarcoma to find that correct diagnosis at
first visit to the regional health care was made in half
of the cases (48.8%) only. The remaining patients were
under surveillance and received treatment for muscular
hernia, hematoma, inflammatory infiltration, etc.

Clinical study performed by I. T. Knysh et al. [1]
showed that correct diagnosis of soft-tissue malignancy
was made at first visit in 6.6% of the cases only. Most
common erroneous diagnoses (40.8%) are benign tumors
(atheroma, hygroma, neuronoma, lipoma, fibroma, etc.).
Inflammatory lesions (arthritis, bursitis, osteomyelitis,
tuberculous gonitis, chronic inflammation, lymphadeni-
tis) are diagnosed at about the same frequency. These
mistakes were encountered in 38.3% of the cases. Di-
agnosis of posttraumatic lesions was also made (bursal
hematoma, ossifying myositis, tendinitis, etc).

Thus, rhabdomyosarcoma clinical symptoms are not
specific and may be similar to symptomatology of other
(including non-neoplastic) diseases. Supplementary ex-
amination techniques are therefore important that allow
discovery of neoplastic disease signs and more accurate
disease type assessment.

When making diagnosis (including differential di-
agnosis) of a suspect for malignancy, in particular, rhab-
domyosarcoma, the doctor should answer the following
three questions.

First, what pathology the patient has and whether
this pathology is related to malignancy. Second, where
the tumor is located and what histological type it has.
Third, what is the disease advance and whether adjacent
tissues, organs, vessels and nerves are involved. In other
words, should stage the disease.

The pediatrician or pediatric surgeon at a local health
care center must be able to diagnose malignancy basing
on his or her basic knowledge of childhood oncology
and being aware of the risk of cancer disease, and
therefore to refer the patient to the childhood oncologist.

Pediatric oncologists should answer the questions
about disease advance and type which is only possible
under conditions of specialized pediatric oncology in-
patient center equipped with all sorts of up-to-date di-
agnostic armamentarium.

Methods of examination in suspects for childhood
rhabdomyosarcoma are clinical examination, morphol-
ogy study, radionuclide scan, x-ray, thermography, labo-
ratory tests including immunological assays.

To suspect malignancy the pediatrician of a local

73




Y DAHHOTO TAIIMEHTa U UMEET JU OH OTHOIICHHE K 31I0-
Ka4eCTBEHHON Omyxoman?

Bo-Bropeix, rae pacnonaraercds HoBooGpazopanue?
Peun nzer 06 onpeneneHnn NTOKAIH3AIHMHU ONYXOJIH, €€ TKA-
HEBON IIPHHAICIKHOCTH.

B-tpeThux, KakoBo pacmpocTpanenue omyxonu? Ka-
KOBBI B3aMMOOTHOIIEHHUSI HOBOOGPAa30BaHHUS ¢ OKpPYXalo-
UMY TKaHSIMH, OpraHaMH, cocylaMu, HepBamu. WHBIMH
CIOBaMHM, Kakasg cragus 3aboieBaHus MOXET ObITh aua-
THOCTHpOBaHA y GOJIBHOTO.

B ycnoBusix patOHHOI IONMUKIMHUKY 3AII0QO3PUTH Ha-
JIMYHe y MallMeHTa 3JI0KAYeCTBEHHON OIYXONIM MOJKEH He
OHKOJIOT, a Bpad-IeHuaTp WM JETCKHH XUpypr, oGnajas
6a30BBIMH 3HAHUSMU O JETCKOH OHKOJNOTMH M HMCXOMA
M3 MPEICTABIEHUM 06 OHKOJIOIUYECKOH HACTOPOKEHHOCTH,
M IIpH HEOOXOAMMOCTH HAINPABUTH MAIHEHTA HA KOHCYIIL-
TAIMIO K JETCKOMY OHKOJIOTY.

OTBeTHI Ha BOIIPOCHI, Ky PACIPOCTPAHSETCS OIyXOJb
M KaKOBa e¢ HUCTHHHAas MPUPOJA, MOJDKHEI AaTh Ipodec-
CHOHAJIBI — JETCKHE OHKOJIOTH, YITO BO3MOXHO TOJBKO B
YCIOBUAX CITENUATIM3UPOBAHHOTO OHKOJIOTHYECKOTO JIET-
CKOT'O CTallMOHapa, OCHAIIEHHOI'C BCeM HeOOXOTUMBIM CO-
BPEMEHHBIM HAaYYHO-TEXHMYECKHM apCeHAIOM IHATCHOCTH-
YECKUX CPEICTB.

MerogamMu o6cnemoBaHus IIpH MOMO3PEHHU Ha pab-
TIOMHOCAPKOMY Y peOeHKa ABIAIOTCA: KIIHHUIECKUH H MOD-
(homornueckuii, PagHOHYKIUIHBIA 1 PEHTICHOIOTUECKHE,
TepMOTpausi U MarHUTHO-pE30HAHCHAS TOMOorpadus, Na-
OOpaTOpHbIE, B TOM UHCIE MMMYHOJIOTHUECKHIA.

Mt Toro uTo6BI 3aNOAO3PUTH 3MOKAYECTBEHHBIH ITpO-
LIECC, B YACTHOCTH B YCIHOBMAX PalOHHOHN MOJHKIMHUKH,
BIIOJIHE MOXKHO OOOMTHCH TAKMMH JHATHOCTHUECKMMH Me-
TOMaMHU, KaK KIMHUYECKUH ((pPM3UKaJIbHBIE METOHLI 0Ocie-
IoBanus), TepMoTpadust (ILO3BOISIOMAL ONPEACIUTE TEM-
[1IepaTypy OIYXONM ¥ MPEINOIIOKUTE MAJIMTHU3ALHUID B
HceneryeMoM  cybcTpate), YIBTpasBYKOBas TOMOrpadust
(criocoGHAs BBISIBUTH B3aUMOOTHOIIEHHUS MEXIY OMYXOIBIO
U OKPYKAIOIIMMH TKAaHSMH, YTOUHHTH pa3Mephl HOBOOO-
pas3oBanyd M HajJMUIUE KAICYIBl OIyXOIH).

B crenuanu3sygpoBaHHOM OHKOJIOTHUECKOM YUPEKICHHH
HEOOXOOUMO YTOYHUTH HPUPOAY 3a0ONEBAHHS M CTAJHIO
GONe3HN C IOMOINBIO PEHTTEHONOTHYECKHX METOHOB 06-
ClenoBaHus (peHTreHorpadus, KOMIIBIOTEpHAas TOMOIpPa-
(1, aurvorpadus, pagMOHYKIMAHBIE HCCICXOBANHS MST-
KMX TKaHell ¢ TeXHEUHMeM H TrajulMeM, YIbTpa3ByKOBas
W MarHUTHO-pE30HAHCHAsI TOMOIpadus). 3aBepIuaronuM H
HEOOXOMUMEBIM 3TallOM JUAHOCTHKU sSBASAETCA MOPQOIIo-
THYECKOE IIOATBEPKACHUE IUaTHO3a NIPH MMYHKIIHOHHOH WK
OTKPHITO# OGHONCHH OMYyXONH M, IO NOKA3AHUSM, NP HC-
CIECOOBAHUN OHOICHMHHOTO MATEPUANIA ¢ MOHOKIIOHAIHHBI-
MM aHTHUTEIaMH.

Ipu nevennn paboOMHOCAPKOMBL Y JETEH MpPHUMEHS-
IOTCSL BCE CYINCCTBYIOIIME B OHKOJIOTUM METOJBL XHUpPYp-
THYECKHUH, JIyUeBOH M JIeKapCTBEHHBIH.

IMopassomee GOMBIMMHCTBO HCCIEAOBATENEH TIPHILUIM
K YOeXKAEHUIO 0 HEOBXOMUMOCTH KOMOUHUPOBAHHOM U KOM-
IMICKCHOM Tepamuu IIpH pabIoMHOCapKOME Y JeTe.

Jleuenue GONBHBIX ¢ pabIOMUOCAPKOMOI OIIpeHeNseTCs
B 3aBHCHMOCTH OT paAUKaJIbHOCTH BBIIIOJIHEHHOI'O OIle-
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health care center should perform clinical (physical) ex-
amination, thermography (to measure tumor temperature
and to evaluate possible malignancy in the substratum),
ultrasound tomography (to assess involvement of ad-
jacent tissues, to specify disease size and to determine
the capsule presence).

The examination at a specialized cancer institution
should make more accurate diagnosis of disease and
to evaluate its stage (x-ray, computed tomography,
angiography, radionuclide scan with technetium and gal-
lium, ultrasound and magnetic resonance tomography).
The diagnosis should be verified by morphological
study of puncture or open tumor biopsy and by study
of biopsy specimens using monoclonal antibodies if
necessary.

All cancer treatment modalities such as surgery, ra-
diotherapy and chemotherapy are used to treat childhood
rhabdomyosarcoma.

Most investigators are in favor of combined and
complex modality treatment for rhabdomyosarcoma.

Treatment for rhabdomyosarcoma is selected de-
pending upon radicality of the surgery performed, as
evaluated by morphological study of operative specimens.
We distinguish four clinical groups of children with
rhabdomyosarcoma depending upon advance of the pri-
mary, radicalism of the surgery and regional metastasis.
At the Institute of Pediatric Oncology and Hematology
the treatment strategy is chosen with respect to clinical
grouping of the cases after complex examination (see
table 1).

Clinical group I comprises cases in which radical
surgery for the primary is possible. Patients of groups
II and III have micro- and/or macroscopic residual
tumor, and subgroup Il comprises the cases in which
resection of the primary with microscopic residual lesion
is possible and no regional lymph node metastases are
left, while subgroup IIb comprises the cases in which
the primary was resected with or without microscopic
residuals and distant regional lymph node metastases
might be left. Group IV comprises the patients having
distant metastases at diagnosis.

The following drugs are used in the poly-
chemotherapy schedules: vincristine, dactinomycin, cy-
clophosphamide, adriablastine, vepeside, cisplatin.
Methotrexate and cytozine-arabinozide are also admin-
istered intrathecally in the cases with parameningeal
disease.

Radiotherapy is mainly indicated after repeated sur-
gery and is not performed in clinical group 1. Radio-
therapy is carried out in cases with micro- and/or mac-
roscopic residual disease after surgery (clinical subgroups
ITa, IIb and group III).

The irradiation zone covers the entire tumor, its
size being determined before treatment, with adjacent
normal tissues at a 4-5 ¢m margin.

To improve surgery results and to increase resecta-
bility of disease in non-responders to preoperative poly-
chemotherapy we undertake regional chemotherapy by




PATUBHOI'O BMEIATENLCTBA, JAHHBIX MOPQOIOTHYECKOTO
HCCIe0BaHNs YIATEHHEIX BO BpeMsi OTlepaliuy TKanei. Mul
BBIJIENIIEM UETEIpEe KIIMHUYECKUE IPYIILI, Ha KOTOPBIC pas-
JEISIOTCS JeTH ¢ paGIOMHOCapKOMOM, B 3aBHCHMOCTU OT
PACIIPOCTPAaHEHHOCTH TIEPBUYHOM OIYXONM, CTENEHH pa-
MUKATN3MA XHUPYPIHYSCKOr'O0 BMEIIATENbCTBA W HAJIHUHS
perMOHApHBIX M OTHANEHHBIX MeTacTa3oB. B HUU nerckoit
OHKOJIOTHMH M TeMATOJIOTHHM CTPaTerus JCIeHUs] OOIbHBIX
ompemeNnsieTcss TOI KIMHUYECKOH TIpPYIIIOH, B KOTOPYIO
GyleT OTHECEH HAIMEHT IMOCie OKOHYAHUA KOMILIEKCHOTO
obcnemoBanusa (TabiL.).

B I xIMHMYECKYIO TPYIILY BXOISIT OOIBHLIE, Y KOTOPBIX
BO3MOKHO paJMKaJbHOEe y/AalcHHe IEPBUYHOIO HOBOOO-
pasoBanust. Y Gonpuelx II u III rpynn omepatuBHOE Jie-
YeHME BBITOJIHEHO ¢ MHKPO- W/HIH ¢ MaKpPOCKOIIMYECKUMU
ocTaTKaMH NEpBHUHOM omyxomnu, npuuem 1la rpynma mpea-
CTaBjlieHa MALMEHTAMH, Y KOTOPBIX BO3MOXHO YyIAJIEHHC
[IEPBHYHOM OIYXOJIH ¢ MUKPOCKOIINYECKHMH OCTaTKaMu 6e3
MeTacTa3oB B pervoHapubix jumdoysnax, 116 rpynma —
MamUEHTAMH, Y KOTOPBIX MEPBUYIHAS OIYXOJh YAaleHa MoJl-
HOCTBIO MJIM ¢ MHKDPOCKOIIMUECKHMMH OCTaTKaMH, HO HMe-
IOTCSI METACTA3bl B YAaJ€HHBIX perHOHAPHBIX MUM(pOoy3nax.
IV kouHMUecKyio TPYIIIY COCTaBMIU JETH, Yy KOTOPHIX K
MOMEHTY YCTAHOBIICHHUS! JUaTHO3a YK€ MMEIUChL OTAalleH-
HBIE METACTa3bl.

B cxemMax NMOJUXMMHOTEPANUH IIPUMEHSIIOTCA CIEAYIO-
IIME JIEKAPCTBEHHBIE TperapaThl: BUHKPUCTHH, JAKTHHOMI-
uH, UKIogochaMu, anpuadbiIacTuH, BENe3H I, LIUCTUIATHH.
Ipy ONMYXONAX, PACIIONOKEHHBIX B IIapaMEHHHIEAILHBIX 06-
JTACTSX, TIOMHMO TIepeUMCIeHHBIX [IPENapaToB, I HHTPa-
TEKalLHOTO BBEOCHMA HCIIOIB3YIOTCS TaKIKE METOTPEKCAT
M IUTO3UH-apaOUHOBHIL.

JlyueBoe nedeHHe PEKOMEHIYeTCs NMPUMEHATh B OCHOB-
HOM II0CIIE MMOBTOPHBIX ONEPaTHBHBIX BMEIIATENLCTB, U Y
nereit I KIIMHUYECKOH IPyNIEl OHO He MpoBouTcs. JIydenas
Tepanus HasHauaeTcss OONBHBIM, Yy KOTOPHIX 3aperucTpi-
pPOBaHbl MHKPO- H/IIH MaKpPOCKOIHYECKHUE OCTATKH HO-
BoOOpa3oBaHUsl MOCHE BBIIOTHEHHOIO XHPYPrHUCCKOTO
srama seuenns (Ila, 116, IIT xiuHMUeckHe TPYIIBL).

B 301y J1yueBOro BO3eHCTBUS BKIIOYAETCS BCs OMYXO0JIb
(pa3sMepsl KOTOPOH YCTaHABIMBAIOTCS O Hadaja JICUCHHS)
¢ IpUIEXAIMUMH HOPMAalbHBIMH TKaHAMM B IIpeAcnax
4—5 cM oT Kpas.

Jliist yAy4OIeHUsT pe3ylnbTaTOB XHUPYPIHYECKOro JIeHue-
HUsl, C IEIbIO TOBLIIICHUS Pe3eKTabeIbHOCTH B CIIydasiX,
KOTAa MpeJollepallioHHas HOJMXUMHOTepanus Oblia He-
3(p(peKTHBHA, B HAICH KIMHHKE MPOBOAUTCA PETHOHAPHAN
XHMHUOTEpAINs — BHyTpHapTepHadbHas Mepdy3us MHOrIA
B COUCTAHMH C IIPENONEPAIIHOHHON Jy4eBOH Tepaltuei.

Hawbonbinee pacnpocTpaHeHHe CerOfHs IPH JICUCHUH
pabaoMMOCapKOMBbl M MPYIHX CapKOM MATKHX TKaHed y
IeTelf mMeeT IpOTOKON MexayHapogHOro €olo3a OHKO-
neguarpoB (S. I. O. P.). B HUHM nerckoil oHkomoruu u
rematoyioruy OHLI PAMH B nociieiHye ToApl JJIs JICUEHUs
pabroMHOCaApKOMEI TipuMensteTcs: nporokon S. I O. P. —
89. BonbHble, BKIIOUEHHBIE B HCCIEAOBAHUC, PAa3/ICIICHBI
Ha HECKOJILKO TPYHII B 3aBUCHMOCTH OT JIOKaIu3alHu pab-
JIOMHMOCapKOMBI, BO3MOXHOCTEH XHUPYPIHYECKON PE3eKIHH
06pa3oBaHus, CTAIIH ONyX0JIeBOro nponecca. [pumenenue

Tabnuya Table

Cxema rnevyeHus paBGaoMUOCapKoOMbl y AeTe#t
Childhood rhabdomyosarcoma treatment schedules

522:;;; neﬁ:;'q' Xumuo- | Jlyuesasi noHBaT: P~ | Xumuo- | Myuesas
rpynna |onepals Tepanua | Tepanua | nono g Tepanusa | Tepanus
| + + - - - -
11
+ + - + + (+)-
9 + + (+)- + + (+)-
n + + (+)- (+)- + +
v + L B O Gl +
Clinical First Chemo- | Radio- |Repeated | Chemo- | Radio-
group surgery | therapy | therapy | surgery | therapy | therapy

MpumeuaHune: +obazaTenbHoe NpUMeHeHUe MeToAa Nedenuns; — MeTon
NeYeHusl He NPUMEHSAETCR; (+)— MeTop, NeYeHns NPUMEHAETCA NO NoKasaHUAM.
Note. + mandatory treatment; (-), the treatment is not given; (+)-, treatment
by indications.

intra-arterial perfusion, sometimes in combination with
preoperative radiotherapy.

The protocol of the International Union of On-
cological Pediatricians (SIOP) is the most common treat-
ment regimen in childhood rhabdomyosarcoma and other
soft-tissue malignancies, i. e. SIOP-89. Patients entered
into the study are stratified into several groups with
respect to rhabdomyosarcoma site, disease resectability
and stage. The application of this protocol in soft-tissue
sarcoma gives satisfactory outcomes. Cure rate in local
disease is 85%.

To improve therapy outcomes in recurrent rhab-
domyosarcoma in cases with insufficient surgery radi-
calism we use radiosurgery, i. ¢. a method of interstitial
radiotherapy. The method of radiosurgery for soft-tissue
sarcoma was developed and implemented in 1983 jointly
by the Institute of Pediatric Oncology and Hematology
and the Institute of Clinical Oncology of CRC, RAMS.

The essence of the interstitial radiotherapy is con-
tinuous local irradiation, conveyance of high radiation
dose to the tumor with uniform irradiation of the whole
volume and minimal affection of adjacent normal tissues
and critical organs.

The radiosurgery allows preservation surgery to be
performed with satisfactory functional and follow-up
outcomes.

We have experience of treatment of 31 children of
age ranging from 1 to 15 years who underwent ra-
diosurgery within complex modality treatment for soft-
tissue sarcoma.

The patients were stratified into 2 groups.

Group 1 comprised children with primary discase:
locally advanced stage II (T2b), mainly with regional
(N1) and/or distant metastases (M1), i. e. stages III and
IV according to the international TNM classification
(4th revision 1987 with SIOP’s recommendations (ICD-0
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HACTOAIIETO IPOTOKOJIA MPU JICUCHHHN CAPKOM MSITKUX TKa-
HEM II03BOJIACT JTOOUTHCS YHIOBIETBOPHUTENBHEIX JIEUEOHBIX
pesynapTaToB. Tak, IpH JIEYEHHH JIOKAJIM30BAHHBIX OITy-
XOINel BBI3NOpABIHBAET He MeHee 85% mereil.

Jlns gocTikeHHs 60Jee BRICOKHX Pe3YILTATOB TepaluH
NP peIuaMBax pabIOMHOCAPKOMBI M B Cly4Yasx, Korma
HEBOBMOXHO JOOHTBCSA XUPYPTHUECKOTO PaJUKAIU3MA IIpU
YIACHMH HEPBUYHOH OIYXOJM, MBI IIPHMEHSEM METOL
BHYTPUTKAHEBOH JIydcBOH Tepanuy — paguoXUpPypruu.
Meromika pagHOXHPYPTHUECKOrO JicueHHs Obuia paspa-
6orana u BHenpeHa B 1983 r. HUU meTckoit OHKONIOTUH
U TeMATOJIOTHH COBMECTHO C OTHAEICHHEM pPagMOXHUPYpPrUu
HWM xnunmueckoit onkonornn OHII PAMH.

O] peKTUBHOCTE BHYTPUTKAHEBOI JIyUeBOii Teparmiy 3a-
KIIIOYAETCA B HENPEPLIBHOCTU M JIOKATBHOCTH OBJIyYeHMs,
CO3MaHWH BLICOKOH OYAroBOH O3Bl ¢ pABHOMEpHBIM 00-
JIyYCHHEM BCeil 30HBI 0ONydYaeMoro o6beMa ¥ MHUHMMAIIE-
HBIM BO3ACHCTBHEM Ha OKPYXAIOM[He 3XOPOBLIE TKAHH H
KPHTUYECKUE OpPTaHbL.

Pagnoxupyprudeckrii MeToa MO3BONAET HMPOHM3BOIUTE
OPTraHOCOXpAaHHBIE OINEpallMd C  YIOBIETBOPUTCILHBIMHU
(YyHKIMOHANIEHBIME M OTHAJICHHBIMHU JIEUeOHBIMU PE3YJIb-
TaTaMHu.

M nabmiogamn 31 pebenka B Bospacte oT 1 roma
no 15 ner, B JeYeHHMH KOTOPBIX ObUI NpPHMEHEH pPaMO-
XUPYPTMYECKHH METOJ JICUCHHS B paMKaX KOMIUIEKCHOM
TEpAIMU JIPH capKoMaxX MATKUX TKaHEi.

Bee mamuents! Gruin paspielleHBI Ha 2 TpyIIIBL

B 1-10 rpynmy Bommu AeTH C NMEpBUYHO pacHpoOCTpa-
HCHHBIMM ()OPMaMH 37I0KAYECTBEHHOTO IIPOLIECCA; MECTHO
cragus II (T2b), npuuem vame ¢ HalUYMEM pETHOHAPHEIX
(N1) w/umu otnanenHsix meracraszoB (M1) — cramun IIT
u IV mo MexnyHaponHoit knaccupukamuy TNM (4-¢ us-
manue 1987 r. ¢ pekoMeHAAIMAMI MexXIyHapOIHOTO COI03a
onkoneauarpos S. 1. O. P. (ICD-0 M 8900/3)), y kKoTophIX
HC MPENCTaBIUIOCh BO3MOXKHBIM PATUKAIBHOE YIAICHHE
TIEPBHYHOM OITYXOJIH.

Bo 2-10 rpynmy GpImM BKJIOYEHBI OONBHBIE C pELH-
IUBAMH CApKOM MSTKHX TKaHEH.

IManuentam o6enx rpymni o Hayajla BHYTPUTKAaHEBOTO
o6IyueHNs TIPOBOAMIACH CHENMANBHAS TEparis XUMUO-
Tepanus, KOMOMHHPOBAHHOE WM KOMIUIEKCHOE JICUCHHE.
BoNbHEIM, BKIIOUCHHBIM B HCCHEHOBAHHUE, BBITONHSIIMCH
OIlIEpaTUBHBIC BMELIATENLCTBA B PATHOXUPYPIHYECKOM Ba-
puaHTe.

AHanu3 MONYYEHHBIX DPEe3YJILTATOB MOKA3aj, YTO BBI-
XKHUBACMOCTD U JUIMTEILHOCTE OE3PEIMAMBHOIO IIEPHOA 3a-
BHUCAT OT BEIMYMHEI CYMMAapHOH O4YaroBoil m03bl. DTH TO-
Ka3aTeNn y HalnenToB 1-if rpymmel coctasumm 41 n 40%,
a 2-1 rpymusl — 40 u 44% COOTBETCTBEHHO.

Oco60 X0TeNnoch GBI OTMETUTD TO OBCTOSTENBCTBO, UTO
B 1-10 rpynmy BOIIIM GOJBHBIE ¢ MECTHO-PACIPOCTPAHEH-
HBIMU (popMaMy OIyXOJieH, ¢ PETMOHAPHBIMU H OTHNAJICH-
HBIMH MCTACTa3aMH, PE3NCTEHTHBIC K paHee IIPOBEJEHHOL
MONHXUMHOTEPAIIMH; 2-10 TPYIITy COCTABMIIH JETH, HyX-
JTAIOIHECs IO CYIIECTBY TONBKO B MANIMATHBHOM M CUMII-
TOMATHYECKOM JICUCHIH,

[Tpumenenne yka3aHHON CXEMbI JIEUEHHS PaGIOMHUO-
CapKOMBI y [IETEH, COMIACHO UX JCNCHMIO Ha KIMHUYECKHE
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M 8900/3), in whom no radical dissection of the primary
could be performed.

Group 2 comprised patients with recurrent soft-tissue
sarcoma.

Prior to interstitial irradiation patients from both
groups received chemotherapy, combined or complex
modality treatment. The patients underwent radiosur-
gery.

The overall survival rate and disease-free survival
time depended upon the total tumor dose delivered to
reach 41 and 40% in group 1 and 40 and 44% in
group 2, respectively.

It should be emphasized that group 1 consisted of
cases with locally advanced disease, regional and distant
metastases non-responding to previous polychemotherapy.
While group 2 comprised cases requiring palliative and
symptomatic treatment only.

The above-described treatment schedule in the clini-
cal groups with respect to disease advance and radicalism
of surgery resulted in complete local response in 80-83%
of children with rhabdomyosarcoma. 70% of the patients
have survived 5 years and more, of them 63% are free
from evidence of disease. The best treatment outcomes
were achieved in patients from groups I and Ila (86%
are alive for 5 years). Patients with regional lymph
node metastases demonstrated a shorter survival time
(54% are alive for 3 years). Children from clinical group
IV (disease stage IV at diagnosis) had the poorest prog-
nosis.

IpyNnbl (110 CTENEHH PACIPOCTPAHCHHOCTH 3JI0KAUECT-
BCHHOTO Ipolecca U paJUKaIIbHOCTH BBIMTOIHEHHOIO XH-
PYPrUIecKoro BMELIATENbCTBA), B CIyUae aJcKBaTHOCTH
MIPUMCHEHMS OTIMCAHHBIX METOJOB TCPAIIMK U CXEM ITOJIH-
XUMMOTEPAITUU TIO3BOJISIET JOCTUTHYTH HOJHOTO MECT-
HOTO wu3neueHus: onyxolnu y 80-—83% Gombueix. Ilpu
atom Gomee 5 jer xuBYT 70% jereii, 6e3 NPH3HAKOB
perBa — 63%. Hawmrywmwe pe3yiasTaThl HOJTYYEHB]
npu JieueHuu 60abpHBIX I 1 ITa knuHunueckux rpymm (86%
JKMBEBI B TeueHMe 5 JieT). BoJee HHU3Kas mpoaoIKUTEND-
HOCTb KM3HH PETHCTPHpPYETCS Cpexu GONBHBIX ¢ pabuo-
MHOCapKOMOM, HMEIOIMX METACTATHUCCKOE NOopakeHHe
peruoHapHbix nuMdoysnmoB (3 roma mpoxunn  54%
Jereit). Hauxyaummit iporuos 3a6oneBaHus HaGII0LACTCS
y Gompueix IV xmmHMueckoit rpymmer (IV cragms 3a-
bonieBanns 1pu MEPBHYHONH JHATHOCTHKE).
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