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PE3YJIBTATBI MTHHOBALIMOHHOI'O IMPOTPAMMHOTIO JIEYEHUSA TETEN
CO 3JIOKAYECTBEHHBIMHU ONYXOJAMU ONMOPHO-ABUTATEJIBHOTI'O AIIIIAPATA
B TOPOJIE MOCKBE

A.B. llleaposa, JI. /. Boakosa, A.A. Oukypenko, H-M. Heanosa

Hay4Ho-viccyie[oBaTeIbCKMIT MHCTUTYT JETCKOM OHKOJIOTMM VI T€MaTOJIOT N
®I'BY3 «Pocenitckuit oHKoJIOTMYecKuii Hayunbii nentp uMm. H-H.Biaoxnna» PAMH, @TBY «IleHTpaJbHbIA HAyIHO-
1ceNe[oBaTeIbCKII MHCTUTYT TpaBmaTosornu u opronegyu uM. HH. IIpnoposa» Munsnpasa Poccun, Mocksa, PP

C 2005 no 2010 e. Ha aewenuu Haxoouroce 49 nayuenmos, scumeneil . Mockewi, 8 éozpacme
om 1 200a 0o 16 aem (cpednuii ozpacm 9,4 200a), cmpadarowux 310Ka4ecmeenHbIMU H08000-
paszosanusmu (3HO) onopro-0sueamenvnoco annapama. Jlokanruzoéannolii npoyecc 0bia KOH-
cmamuposan y 25 (51%) nayuenmos, IV cmadus 3a6oresanus — y 24 (49%). Hcnoavsoeanue
PUCKAOAnmMupoSantoll NpoepamMmol Aedenus demeil, npedycmampuearoujeil npUMeHerue uH-
MEHCUBHOL NOAUXUMUOMEPANUU, OPeAHOCOXPAHSIOWE20 ONePAMUBHO20 NeHeHUs U Ay4e6ol me-
panuu, no3eoauno 00Cmu4b ONMUMUCMUYHBIX pe3yabmamos. Obwasn 2-nemuas 6viicusae-
mocms demeil co 3HO onopro-deucamenvioco annapama cocmasuna 64,3+7,2%, npu aoka-
Auzosannom npoyecce — 86,5+ 7,2%, npu duccemunuposannom — 42,6x10,5%.

KnwoueBble cnoBa: AETCKAss OHKOJIOTUSI, OMYXOJIU KOCTEW U MSITKUX TKaHeMu, OlLIKn0-
KW OJMarHOCTUKMU.

Outcomes of Innovative Programmed Treatment of Children with Malignant
Loco-Motor System Tumors in Moscow

A.V. Shvarova, L.D. Volkova, A.A. Ochkurenko, N.V. Ivanova

During the period from 2005 to 2010 forty nine patients from Moscow city aged 1 — 16 years
(mean age 9.4 years) were treated for malignant tumors (MT) of loco-motor system. Localized
process was diagnosed in 25 (51%) patients, 1V stage of disease in 24 (49%) children. Use of
adopted treatment program including intensive polychemotherapy, organ-saving surgical treat-
ment and radiotherapy enabled to achieve optimistic results. Overall 2-years survival rate for
children with loco-motor system MT made up 64.3+7.2%, i.e. §6.5+7.2% in localized and
42.6+10.5% in disseminated process.

Key words: pediatric oncology, tumors of bones and soft tissues, diagnostic errors.

JleueHne nereil, CTpagaOINX 3JI0KaYeCTBEeHHbBI-
My HoBooOpasosaumamu (3HO) onnopHo-ABUTraTEIb-
HOTO almapara, o rnpaBy MOKHO CUMTaTb Hambo-
Jee opaMaTUYHBIM Pa3eJIoM AeTCKOM OHKOJIOIVA.
CBoeBpeMeHHast ¥ TOYHAA AMATHOCTUKA MMeEeT KO-
JIoOCCaJIbHOE 3HAYEeHMeE U OlIpefielideT TaKTUKY MHO-
TOKOMIIOHEHTHOTO JIEUeHMA, OT Yero BO MHOIOM 3a-
BUCUT mcxon Oosie3uu. [IpuHINIBI IPOrpaMMHOTO
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JleueHMs aIMeHTOB JOJIYKHbI IPelyCMaTPUBATh He
TOJIBKO MHOTOKOMIIOHEHTHOE BO3JIeJICTBIE Ha OIly-
X0JIb, HO U CTPOTOE OIIpefieJieHle TPYIIIbl pUcKa —
HM3KOTO, CPeJHET0 ¥ BBICOKOTO B COOTBETCTBUM C
IPOTHO30M 3aboseBaHud. JJAa MalMeHTOB IPYIIbI
BBICOKOT'O PUCKA DTO MMeeT OcODeHHOe 3HaueHIe,
TIOCKOJIBKY JledeHMe NAaHHOTO KOHTMHIeHTa 00JIb-
HBIX JOJIKHO OBITb MaKCUMaJIbHO arpecCuBHBIM, B
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NPOTUBHOM CJIy4ae OJIaronpuATHbIN MCXO HeBO3-
MOJKEH.

B Hacroslee BpemMs OHKOJOTY TIOJb3YIOTCH THC-
TOJIOTMYECKON Kjaccudpuraimeii 3J0KadecTBeHHbIX
OIyXOJieil KocTeil U MArkux TraHeii BO3 2002 r.
(International Statistical Classification of Diseases
and Related Health Problems — ICD) [1]. B cTpyx-
Type 3JIOKa4eCTBEHHBIX OIIyXO0JIeil y JeTell mopake-
HYe KOCTE M MATKUX TKaHel cocrasaser 11,4% [2].
Cpenn 3J0KaueCTBEHHBIX OMyXoJeil KocTeil Hanbo-
Jlee 4acTO BCTpedaeTcsa ocTeocapkoma — 10 64%,
HECKOJIBKO peske, 27% ciydaeB, — OIyX0Jm ceMeli-
crBa capkombl IOuara (OCCHO) [3]. JanHOE cemeii-
cTBO 00beanHAeT, Hapsany ¢ CHO, npuMuTuBHBIe Heli-
poskTonepmaJibHble ontyxosn (IITHOO), takue kak re-
pucepuyeckans HeMPOIIUTEINOMa, OMyX0Jb ACKN-
Ha, HelipobjacToMa B3pOCJbIX, Nepudepudeckasn
Helipobsacroma. Hannume epmuoii XpoMOCOMHOIA
TpaHcsaokarum — t(11;22) (q12;q24) nian ee BapuaH-
ta t(21;22), noepesxparomeiir ren EWS, noxasbiBaer
OyM3KOe pPOACTBO OIyXoOJieil »TOil TpymnIbl. Kpome
roro, CIO n ITHOO xapakTepuayrTcs HeOTJIMYMMbI-
MU [IOCTOSAHHBIMU CTPYKTYPaMHU C 3KCIIpeccuelt mpo-
TOOHKOTreHa: c-myc, c-myb/raf-1 BeraBaamTCA om-
HaKOBO 4acTo y obeux omyxoJeii [4].

ITepBuynaa XOHApOCAapKOMAa M 3JI0KAYECTBEHHA:A
pnbpPO3HAA IUCTHOLUTOMA OTHOCATCS K PEJKUM 3JI10-
KauyeCTBEHHBIM OIIYXOJIAM ¥ BeTpedatred B 7% ciry-
yaeB Kakaas [5—7].

CapKoMBbI MATKMX TKaHE MMpPeACTaBJIeHbl TeTepPO-
TeHHOV I'PYIIION ONyXoJeil Me3eHXMMaJJbHOTO POUC-
XOIeHnA un cocTaBaAoT 6—8% B ctpykrype 3HO y
neteil. Cpeny HUX Ha JOJIIO pabmzoMmocapKOMBbI IIpU-
xomuresa 40,2%, Ha 0JH0 CMHOBMAJBHOV CAPKOMbBI —
7,9 % [8].

B Hacrosamee BpeMa «30J0TBIM» CTaHZAPTOM B
nuaruocTuke SHO MOKHO cuMTaTh KOMILJIEKCHOE 00-
cJle0BaHMeE, BKJIIOYAIOIlee KJIMHUYEeCKNe, PEHTIeHO-
JIOTUYeCKye, pauoOHyKJINIHbIe, YIbTPa3ByKOBbIe, Jla-
fopaTopHble MEeTOIbI MCCIeNOBaHNA, & TaKKe LUTO-
JIOTMYeCcKoe U MOPQOJIOTMYeCKOe MCCIeL0BaHNA: CBe-
TOBYIO U 3JIEKTPOHHYIO MUKPOCKOIINIO, MIMMYHOTCTO-
XUMUYECKOe 1 MOJIEKYJIAPHO-TeHeTUIeCKOoe MCCIe10-
BaHuA. Bo nzbesxkanne omnbOK Ipy NOCTaHOBKE Ayar-
HO3a HeO0OXOLVMO CTPOTO IPUIePKMUBATHCA aJIlOPUT-
Ma IMarHOCTMYECKOro IOJCKa, B KOTOPOM Benyllee
MECTO 3aHMMaeT MOPQOJIOrMYecKoe MOATBEPKIACHEe
IMarHo3a, B TOM 4YyCJie C IIOMOIIBI0 MOJIeKYJIAPHO-
TeHeTMYeCKOTI0 MCCeJ0BaHMNA, TO3BOJAIIEr0 IPOBe-
CTV TOYHYIO AU pepeHINaIbHy0 JUAarHOCTUKY MeJI-
KOKPYTJIOKJIETOUHBIX OIIyXO0JIei, C IIOMOIIIBIO PeaKunu
tharoopeciieHTHOI TMOPUAN3ALINAN WU IITIP, BBIABJISI-
IOIIMX TPAHCJOKALMM, XapaKTepHble IJIA OMyXOJei
cemeiictBa OCCIO, cuHOBMAJIbHON CapKOMBI U aJIbBe-
oJisipHON pabpomuocaprombl [9]. LM TeIbHOCTE MccIe-
NOBaHMA He MIPEBBIIIaeT 2 CYT, YTO [I03BOJISET B KpaT-
Yajimme CPOKU MOCTABUTh TOUHBIN AMArHO3 U CBOEB-
PEeMEeHHO Ha4YaThb JeUeHNe.

BriGpaTh afeKBaTHYIO TAKTUKY JIEUEHN A [IPY He-
KOTOPBIX OMYXOJAX ObIBAET BO3MOYHO TOJIBKO I10C-
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Jle BBITIOJIHEHUSA CJIOyKHOTO obcienosanudA. IIpume-
POM MOJKET CJIy?KUTb XOHAPOCapKoMa 2-7 CTeleHn
3JI0KQ4eCTBeHHOCTY, KOTJla Ha OCHOBaHMUU TOJIBKO
MOPOJIOTMYECKOr0 3aKJIYeH A HeBO3MOKHO ITpe-
[IOJIOYKNTh, HACKOJIbKO arpecCcuBHa OIIyXOJib U BbI-
COK puck MmeracraszupoBaHuda. Heobxomum anasms
comepexkannsa JHE u nposandepaTMBHON aKTUBHOC-
TU KJIETOK OILyXOJIM C [TOMOIIBIO MeTOJa Ja3epHOil
NpoTOYHOI tmToduyopomerpun. Ilpn aneymnions-
Hom Habope JTHK u BbICOKOI TposmMdepaTUBHO aK-
TUBHOCTM KJIETOK OITyXOJIM IIOKa3aHO IIpOBeJleHue
XUMMOTEpanun AJA CHVUYKEHMA PUCKa MeTacTa3u-
pOBaHMA.

B macrosmiee BpeMs Benylye 3apyOesKHbIE MC-
caeoBaTeNbCKMe TPYIIbl Haubojee KPYMNHBIX KJIi-
HUK MUpa MNPUILIM K eIVHOV TaKTUKe JIeYeHUd Ne-
Tell, 3aKJYalollelicd B Ha3Ha4YeHUM BbICOKOMHTEH-
CUBHBIX CX€M IOJUXUMUOTEePAIIy, B TOM 4MCJIe C ITPpK-
MEHEeHMEeM BbICOKUX JI03 IIpernapaTos, a TaKyKe arpec-
CMBHOTO XMPYPTUYECKOTO U PaauoTepaneBTUIecKoro
BO3IENCTBMA, HANIPABJIEHHOTO Ha pPajyKajbHOEe yJa-
JIeHJEe OITyXO0JIeBbIX 04YaroB, KakK MEePBMUYHOTO, TakK 1
MeTacraTndecknx. llesqamn JleKapCTBEHHON Tepannu
SIBJISIOTCS CUCTEMHBIN KOHTPOJb OIIyXO0JM, dpainKa-
1M1 MMKPOMETAaCTa30B U [OBBIIIEHe BEIKMBAEMOCTHI
[alLMeHTOB [I0CJIe XUPYPIUUECKOro edeHNa B 00beMe
pazukasabHoi omepaiyu. CoBpeMeHHbIe IPOTOKOJIBI
JledeHus JeTeil NmpenycMaTpUBAIOT IPUMEHEHMe Ha
[epBOM dTalle HeaJbIOBAHTHON MOJIMXMMMUOTEpPAIniu,
MO3BOJIAIOLIEH H00MThCA COKpalleHusa 06 beMoB oIy -
X0JIEBOTO OYara, HeKpo3a OCHOBHOTO MacCKBa OIIyX0-
JIEBOJI TKaHM, 4TO B CBOIO ouepenb obecrnedmBaeT yc-
JIOBMA, IPY KOTOPBIX MOYKHO OTKa3aTbCA OT KaJeda-
X OMepanuil B M0JIb3y OPTaHOCOXPaHAIIMX BMe-
mrateabeTs [10—17].

Ienp paboTbl: yAYUIIUTE PE3yJIbTaThbl JIeYEHMS
nereit co 3HO onopHO-ABUTaTeILHOTO annapara Iy-
TeM paHHero BbIABJIEHVA, CBOeBPeMEeHHOM AMAarHoCTi-
KI U YCOBEPIIIEeHCTBOBAHYISI MHOTOKOMIIOHEHTHOM IIPO0-
TPaMMHON Tepalnn.

MATEPUAJ 1 METOJbI

C 2005 mo 2010 r. B Mockse mo mosony 3HO na
yder ObL1 mocrasjeH 631 peberor, na Hux 55 (9%)
nereit ¢ 3HO omopHO-ABUraTebHOrO amnnapata. B
HUM IOT nox HabJuarogeHueM 1 Ha JIeUeHUM 3a yKa-
3aHHBIN Mepuoj Haxoamaoch 49 manyueHTOB, YTO CO-
craBuio 89% ot Becex 3aboseninx 3HO onopro-aBM-
raTeJbHOro amnmnapata B MockBe B yKa3aHHBIN Iepy-
on. Bospact mereit Bapsuposasica ot 1 roga 10 16 get
(cpenmumit Bospact 9,4 roga), MaJb4YMKOB ObLIO 28
(57,1%), meBouex — 21 (42, 9%). Ha mosro OCCIO
cpemu Becex 3HO mpurocs 42,9% (21 maumenr), oc-
Teocapkombl — 26,5% (13), pabmoMmuocapkoMbl —
10,2% (5), cunoBMasbHONM capkombl — 8,2% (4). Pen-
Kle OIIyX0Ji), TaKMe KaK MeJJaHOMa, XOHJIPpOCapKoMa,
SIMTeNMaJibHaA capkoMma, gubpocapkoma, 3JI0Kade-
cTBeHHasd (huOPO3HAA IMCTUOLNTOMA MATKUX TKaHe,
muartocTuposanbl y 6 (12,1%) GosnbEbIX — 110 1 cary-
4yai 3aboseBaHus.
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IIpu nepsuunom obpaternu 8 HVIW JOT nokasn-
30BaHHBII Mporecc ObLT KoHcTaTUpoBaH y 25 (51%)
naunenTos, IV crangusa zaboneBanusa — y 24 (49%).
OrcyTeTBUE OHKOJIOIMYECKON HACTOPOIKEHHOCTU U
JOJIP)KHOTO BHUMAHMA CO CTOPOHBI Bpadeil K yasobam
nalyeHTa, K COXKAJEHUI0, IPUBOANIIO K [TO3THEN! Iyi-
aTHOCTMKE 3JI0KAYEeCTBEHHBIX OITyXO0JIell, IPOI0JIKI-
TEeJIbHOCTD [eproJia OT MOSBJEHUS $ajiod 10 mocTa-
HOBKM [1aTHO3a MOTJIAa COCTaBJATE OT 2 Mec 10 1 rona

1 DouJtee.

Mb! npoaHamM3MpoBasau OIMOKM AMATHOCTUKU U
[10CJIeIYIOIETO0 JIeUeHMA TP [IePBUUHOM 00palieHnn

JIeTeii, y KOTOPBIX BIIOCJEACTBUM OBbLIM BBIABJIEHBI
muccemuuuposanusie SHO, B pasmunsle JIITY Moc-
KBBI (CM. TabJmiy).

Kax BugHo us Tabanibl, ToJabKo ¥ 6 (25%) ns 24
MalMeHToB ¢ MePBUYHO-AVICCEMYHNPOBAHHBIM IIPO-
meccoM ObLJIO 3aIl0JI03pEeHO HOBOOOpa3oBaHMe 3J10-
KauecTBeHHON mpupoasl. HebOsaronpmuarHad Jokam-
3aLms, [MO3OHAA JUAarHOCTUKA ITpollecca, arpeccuB-
Hasd TIPUPOJA OILyXOJIell M HajmMuynMe MHULIMAJIbLHBIX
MeTaCcTas30B MOCIYKIIN IPUINHOI oTHecTH 46 (94%)
JleTeil K TPyIIIe BbICOKOTO pucKa. PuckananTupoBaH-
Hasf I[porpaMma JiedueHusA JeTel, JCIIOoJb3yeMas B

OLumnbku AnarHOCTUKN 1 Ie4EeHUS Npu NepBndHoM obpalleHun geter 8 JINY Mocksbi

Jnarsos JIIIY MockBbl

Jleuenne JIIIY MockBbI

Jmnarsos HUWM TOT

Ymub JeBoro KOJIEHHOTO Cy-
cTaBa, reMapTpo3

IloBpesxeHne CBABOK JEBO-
TO KOJIEHHOTO CyCTaBa

«PacTssenne MBIIII»

Abcrece sArogmMuHoN obsacTy

Tematoma

Tpepxa IImopas

SaKPBITHI KOCOIT IIEPEJIOM CO
CMeIleHeM OTJIOMKOB

3JI0KaYeCcTBEHHAA OITyXOJIb

3JI0KaYeCcTBeHHAA OIIyXO0JIb

3JI0KaYeCTBEHHA A OIIYyXOJIb
3JI0KaYeCcTBeHHA A OITYyXOJIb

37I0KaYeCcTBeHHAA OITYXOJIb
3JI0KaYeCcTBeHHAA OIIyXOJIb

JInmdangenur
MesxpebepHas HEBpaJIus

Muosur

Hespuroma, HeBpacTeHuUsd,
JTFOMOOMIIIVIAJIT A

OcreoxoHIpo3

OcreoxoHapoma

OcTpas NHEeBMOHNMS, OITyX0JIb
JIETKOTO

Octpelit HpoHXUT

IIepBUYHO-XPOHNYECKMIT OC-
TEOMUEJNT JIEBOU HoJbIiie-
6ep110BOIT KOCTI

IInenonedpur

Yumb MATKMX TKaHE! JIeBOo-
ro Imieya

Habmrogenne

DacTym-resib MECTHO

Habmoneune

BcekpeiTre u gpeHuMpoBaHUE
abcrecca

Ilnnamuyeckoe HabmomeHue,
Habsromasicsa 10 TMOSABJIEHMUS
3aZIEPIKKYL MOUM

ObeszboauBaroiee

OTkpbITasd pernosuuua

Hanpasnen 8 HUVL 10T

Hampasnen B HUV JIOT, or-
Ka3 POoAMUTEeJell OT IOCIUTA-
aM3anun, MOBTOPHOe obpa-
1ieHne depesd 1 mec

Hanpasaen 8 HVU JOT
Hanpasaen 8 HVIM JOT'

Hanpasnen 8 HUV JOT

Hanpasnen B HUI J1OT
Dysnorepannd, dacTyM-resnb
MECTHO

O6eszbommBaromme
MecTHOpasapakaoIiye Masu

TemnaammuskTOMMS

T'mmuactura C.M. By6HOBCKOTO

IunaMuyeckoe HabJsrogeHue,
POIUTENN CaMOCTOSTENBHO
obparumuce B HUU JOT

AHTHbaKTepuaIbHaA Tepanus,
pe3eKua JIeTKOro (Hepajau-
KaJIbHadA)

AnTubakTepruaspbHas Tepamsa

KopeiToo6pasdHas pezeruus
601b111€0EPIIOBOI KOCTH

AnTubakrepnasbHasg Tepanus

MecTHOpa3apaKamIye Masn

Ocreocapkoma JieBOJ GefpeHHOI KOCTM, MeTacTasdbl B JIEr-
Kue

OcTeocapkoMa JieBOi OeIPeHHON KOCTY, METAacTas3bl B Jier-
Kue

OCCIO sneBoii OeipeHHOV KOCTH, METACTa3 B IIPABOE JIETKOE
AnbBeosisipHad pabmommocaproMa IPOMENKHOCTY, MHOMKE-
CTBEHHbIe MeTacTasbl B JIETKNE, TaX0Bble JUMQOY3JIbl

OmbproHaspHad pabnoMmocapkoMa MaJIoro Tasa, MeTacTa-
36l B IIaxOBble JUMQOY3JbI, JETKUMe ¥ KOCTU

OCCIO X pebpa cneBa, metactas B L2

OCCIO neBoii my1e4eBoil KOCTH, METACTa3bl B MATKME TKa-
HY, KOCTHBI MOS3T

Ocreocaproma VII pebpa cmpaBa, MHOYKECTBEHHBIE MeTa-
cTasbl B JIETKUE

MeszenxumaJsbHasA XOHIPOCAPKOMA IIPaBoit 6eIPeHHOM Koc-
T, MHOXKECTBEHHBbIE METAaCTa3bl B JIETKVE, COJUTAPHbIN
MeTacTas B OJIOBHOM MO3T

OcTeocaproma JieBoy HoJbIIeOepIIoOBOi KOCTH, METACTA3 B
IV pebpo caeBa

Ocreocapkoma npaBoil DegpeHHO! KOCTY, MeTacTasd B IIpa-
BO€ JIETKOe

AunbBeosispHad pabmoMMOCapKOMa IIPABOTO MPEAIJIeUbS,
MeTacTa3bl B MATKME TKaHM ¥ JIMMQOY3JIbI

OCCIO L1, meTacTassl B KOCTH

Menanoma 6e3 BBISABJIEHHOTO TIePpBUYHOro0 o4yara, MeTacra-
3bl B IIaXOBhBIE JII/IMdTJOyBJII)I n JIerKue

OCCIO V pebpa cieBa, MeTacTasbl B IJIEBPY CJeBa, JMM-
oysubl cpenocTerns

Octeocaproma OeZpEHHO KOCTM, MHOKECTBEHHbIE MeTa-
CTasbl B JIETKUE
OCCIO 1m03BOHKOB, MHOMKECTBEHHBIE METaCTa3bl B KOCTU

OCCIO kocTeit Ta3a, MeTacTasbl B JerkKue ¥ KOCTU

CunoBMasbHas capKkoMa JIeBOro Oexpa, MHOYMKECTBEHHbBIE
MeTacTa3bl B JMMMOY3Jbl 3a0PIOIIMHEOrO IIPOCTPAHCTBA,
JIETKVIE

OCCIO IV pebpa, MeTacTassl B mIEBPY, JUMGPOYSJIbI, JIer-
Koe

Ocreocapxoma JieBOJ IIJIeUeBOlI KOCTM, METACTa3bl B JIETKIE

OCCIO neBoit 6ospIebepIioBoil KOCTH, METAacTa3 B JeBoe
JIETKOEe UM MHOXKECTBEHHBIE MeTacTas3bl B KOCTH

OCCIO IX pebpa cieBa, METACTA3 B JIEBOE JIETKOE

OcreocapKkoma JIEBOJ IJIEUEBOI KOCTI; METACTAa3bl B JIMM-
oys3Jbl, JETKVe, IIEBPY
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HUI JOT, BrIIOUaeT npuMeHeHMUEe HeoagbIBaHT-
HOJ HOJMXMMMOTEepaIun, COCTOAILeN 13 aJbTepPHU-
pPYIOIMX KypPCOB MHTEHCUBHOJM XMMMOTEPAuu, Op-
raHOCOXPaHAIIIEr0 OIePATUBHOIO JIeYeHNs, TPOBO-
JIVIMOTO Ha 9Talle JIOKAaJbHOIO KOHTPOJIsA, JJy4eBOi Te-
panmy, KOHCOJMAMPYIONIel XMMMUOTepanun, cxema
KOTOPOJ 3aBUCUT OT CTEeIleH) 1aToMOpdo3a. Y UnThI-
Bad 3aBMCUMOCTD «J103a — 3(PQEKT», JIeUeHne gereil
co 3HO onopHo-aBUraTes bHOro amnmapara mpoBOIUT-
cAd B MHTEHCUBHBIX PEXKMMAX 3CKAJMPOBAHHBIMU J10-
3aMM XMMMoIpenapaTos: uucmatud 100 Mr/m?; gok-
copybunmn 90 mMr/m?* merorpekcar 24 r/m*(3a 2 BBe-
nennsa); sronosny 500 mr/m?, ndocdammg 12 r/m?
BUHKDPMCTUH 4,5 Mr/m* ukgodochammyg 4200 mr/m?;
kapbonnatus 500 mr/m? TakTura MHTEHCU(UKALIAK
MONMUXVMMOTepanuy Mo3BOJINJIA BBIIOJHUTL XUPYP-
rnyeckoe BMelIaTenaseTBO y 39 (80%) maimeHTOB CO
3HO B ob6peMe pajyKaJbHOrO yAaJIeHUA OILyXOJIN,
[IpeAIoYTeHNe Py 3TOM OTJaBaJIoCh OPraHOCOXpPa-
HAIOIIVM OIIepPalIiaM.

IIpn capromax markux Trazeit 1 OCCHO nposo-
IUTCA JydeBad Tepanusa B CyMMapHON 049aroBoil 1o3e
50=57 I'p.

[IpuMeHeHVEe MHHOBALIMOHHBIX TEXHOJIOTUI B Je-
YeHMM JleTell MO3BOJIMJIO CYIIeCTBEHHO yMEHBIIUTH
repeyeHb NPOTUBOIOKA3aHNUI K BBINOJHEHMIO Opra-
HOCOXPAHAKIINX XUPYPIUIECKUX BMEIIaTeJbCTB.
C 1976 mo 1994 r. abcostoTHBIE TPOTHBONOKABAHUA K
JaHHOMY By OIlepalyii ObLIy CJie yIOIIMIL:

® OKPY’KHOCTb KOHEYHOCTM HaJ OIIyXOJbIO Ha 5—6
cM OoJIbllle, YeM OKPYKHOCTb 30POBOY KOHEYHOCTHU
Ha 3TOM K€ YPOBHE

e JOKaJIM3alMA OIyXoJu B Amachuse UM Ha BCeM
NPOTAMEHNN TPYyOIATON KOCTU

® DOCT MaJIbUMKOB MeHee 155 CM U [IeBOYEK MeHee
150 cm

® HaJIMule [TaTOJOTMYECKOro IepeJoMa

® BOBJIEUEHIIE MAaryCTPaJbHBIX COCYLOB 11 HEPBOB

e MeCTHadA MH(EKUNUA U OTAaJleHHble XPOHUYECKMe
oyarn nHMeKIn

e 00LIMPHOE BOBJIEUEHVIE MBIIIII]

® DPOCT OIyX0JM Ha (DOHE XMMMOTepanun

C 1994 r. mo HacTosAIEe BpeMs SHIOIPOTE3NPOBa-
Hye He MPOBOAMUTCA TOJBKO IIPM POCTE OMyXOJM Ha
done nommxmumuorepanuyt. OTHOCUTEJIbHBIE IIPOTUBO-
MIOKA3aHMA K BBIIOJHEHNIO 0PraHOCOXPAHAOLLIETO Jie-
YEHMs: BOBJIEYEHME MaruMCTPAJIbHBIX COCYIOB M He-
PBOB, MecTHas MH(EKUNA ¥ OTJaJleHHble XPOHMYec-
Kye ouarm nugeruy, obLUpHoe BOBJIeUYeH) e MBbIIIIIL.

[Tpwm BBIMTOJTHEHNY OPTaHOCOXPAHAOIINX ONlePa LM
CIenyeT MpUaepKUBATHCA CIeIyINX IPUHIMIIOB!

® yiaJieHNue eIVHBIM OJIOKOM BCeX MeCT MpenbIay-
X OMorenit u APyrux, MOTeHUMaJbHO KOMIIPOMETH-
POBaHHBLIX TKaHeN (MpUHIKNI abJacTuKN)

® IIIYPOKasA pe3eKLMaA MOPasKeHHO) KOCTU eIVHBbIM
0JI0KOM B MblllIe4HO-(acLMaJIbHOM QyTasape

® a/leKBaTHAA PEKOHCTPYKLMA 3a CUeT IepeMelre-
HUA PETrMOHAPHBIX MBIIIL, JJIA COXPaHeHus IBUra-
TeJIbHOV (DYHKIINY

® aJIeKBaTHOE IOKPbITYE MATKMUMY TKaHAMMU
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¢ 06A3aTeIPHOE MHTPAOIEPALMOHHOE MUKPOCKOIIN-
JecKoe JCceyeloBaHe KPaeB Pe3eKINN.

CyiecTByeT psazn 0coOeHHOCTeN 2HIOIPOTE3UPO-

BaHUA y JeTeil:

® SHJONPOTE3MPOBAHME IPUIMEHAETCA He3aBUCUMO OT
BO3pacTa ¥ pocTa NauyeHTa

® DHJIONIPOTE3bl M3TOTABJIMBAIOTCA HAVBUILYAJBHO C
y4eTOM aHaTOMO-(U3MOJOINdecKux ocobeHHOCTel
pebenka

® 110CJIe HAOMPOTE3VPOBAHNA BO3BHMKAET HeoOX0am-
MOCTb KOPPEKIVY JJIVHBI KOHEYHOCTH B IIPOIIECCe pOC-
Ta pebeHKa.

HeobxoamMMo oTMETUTE, YTO OPraHOCOXpPaHAIIee
JledeHye — 3TO IPUOPUTETHOEe HAIlpaBJIeHNE B JIeTC-
koit oHkosoruy. B HUI JOTI' opraHocoxpaHAmoIMe
onepauuu BoinosHeHs!l B 90% (16) caydaeB Xupypru-
YecKMX BMellaTeJbcTB 110 moBony SHO koneuHOCTE.
MuyHUMaNbHEI BO3pPACT MAlMEHTOB, KOTOPLIM ObLIO
BBIITOJIHEHO JHJONPOTE3UPOBAHME, COCTABUI 3 Toja,
6onee 50% mereit (13 uenoBek) ObLIM B Bo3pacTe 13
JIeT, T.e. Ha IMKe aKTUBHOro pocrta. Hambosee gacto
YCTaHABJMBAJY VIMIIJIAHTATEI KOJIEHHOTO U I1JIEYeBOr0
cycraBoB — B 8 (50%) 1 3 (19%) cnygasax. B 2 (12,6%)
n 3 (6,2%) HabaromeHnAx ObLIN YCTAHOBJIEHBI TOTAJb-
HBle IIPOTe3Bbl, 3aMellaiomnye OeIpeHHYIO 1 [IJIeYeBYI0
KOCTM C IIPUJIETAIOI[MMI CYCTaBaMIAL

C 2005 r. B HUU JOT npumMmeHANTCA HEUHBA3WB-
Hble «pacTyllye» 3HAOMPOTE3bl, II03BOJAIINE 0-
burbca guctpaknyuy 6e3 MHOTOKPATHBIX XUPyprudec-
KX BMelIaTesJabCTB. KOKHBIM ITOKPOB ITallIeHTa 0CTa-
eTCAd HEeTPOHYTBIM, YTO B CBOIO O4Yepenb VICKIYAeT
PUCK MH(EKIMOHHBIX 0CJOKHeHMIL. [lncTpakims ocy-
LIECTBJIAETCA 3a CYeT PACIUMPEeHNA NPYIKUHBL JUCT-
PaKIMOHHOTO MeXaHM3Ma SHIOIPOTe3a BCJEeICTBUE
BO3JIECTBUSA 3J€KTPOMArHMTHOIO II0JIA TP ITOMOIIN
BHEIITHET0 YCTPOMCTBA IJIA YAJIMHEHN A, BBITOJIHALTCA
B YCJIOBUSAX MEAMIIMHCKOTO YUpeXIeHNUA. ITOT HeJ0-
CTaTOK IIPAKTNYECKY YCTPAHEeH B MOLYJIbHON CHUCTEME
MUTARS® Xpand. [JlauHble MexaHu4ecKne, HeMHBa -
3MBHBIE Pa3JBMYKHBbIE IIPOTE3BI COINEPIKAT TeJIeCKO-
NMYeCKMUI MOTOPHBIN MOLYJIb, KOTOPbIN JaeT BO3MOXK-
HOCTb OCYIIeCTBJIATH JUCTPAKLNIO C MUJIJIVMMETPOBbI-
MI MHTEPBAJIAMU C ITIOMOII[bI0 BBICOKOYACTOTHBIX VM-
MyJbCOB, Ilepe/laBaeMbIX CHAPYIKM C MOMOIIBIO CIie-
MaJbHOro 6J10Ka yrpassenus. Ilocie mogpoOHbIX MH-
CTPYKLMI Bpada 3Ta [IPoLeiypa MOXKeT IPOBOAUTHCA
M B IOMAIIHNX YCJIOBUAX, YTO MIMeeT 00JIbIIIoe TICIUXO0-
JIOTMYEeCKOe 3HaUeHue JJiA IeTell.

PE3YJIbTATbBI

Pannee BoIsiBNIeHUE, CBOEBPEMEHHAA IMATHOCTUKA
1 CJIOYKHOE, MYJIbTUMOJIAJIbHOE BBICOKOTEXHOJIOTUYHOE
JleyeHNe OIyX0JIell OTIOPHO-IBUTATEIbHOTO allrapaTa
y IeTeli, HAIIpaBJIEHHOe HAa CaHALMIO OpraHuaMa OT
OIIyXOJIEBBIX KJIETOK, CIIOCOOCTBOBAJIO MTOCTUYKEHMIO
ONTUMMUCTUYHBIX pe3yJbTaToB. Mbl oLeHMIN 2-jeT-
HIOIO OOLIYI0O BBIKMBAEMOCTb JeTell, HaXOOVMBIINXCA
oA HaiyuM HabsaroneHmeM. Tak, 2-jeTHAA 00111asa BbI-
skuBaemocThb nereit co 3HO omopHO-ABUTaTEIBHOTO
anmnapata (n=49) nocturaet 64,3+7,2%, co SHO xoc-
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Tenn (n=34) — 72,3%x7,9%, co S3HO mArkmux TraHei
(n=15) — 44,4+14,3%. IIpu J10KaIM30BAaHHOM I1pOILIEC-
ce (n=25) 2-meTHssa 00LIas BBIXKIMBAEMOCTH COCTAB-
qster 86,5%7,2%, mpu nMcCceMUHUPOBAHHOM (n=24) —
42.6*10,5%.

OBCYRJIEHUNE

KayHnyeckas KapTuHaA 3JI0Ka4eCTBEHHOTO Iopa-
SKEHV S OMOPHO-BUTaTEeJIbHOTO allllapaTa XapakTepu-
3yercs KJIacCUdIecKol Tpuanoit — 00JIbio, HaIndmuem
HOBOOOpa30BaHMUA 1 HapyIlleHMeM (PYHKIMM OpraHa
(HapylIeHye NOXOKY, OrpaHyde e (PyHKLMY cycTa-
Ba, KallleJib, MeCTHAafd TUIlepeMus U TUIepTepMud).
ITomMMMO MECTHOJ CMMIITOMATHUKH, IPAKTIHECKN Y BCEX
neTell MMeeTCcA TAaK HAa3bIBAeMbIN «OOLIVIT OMyXoJe-
BBIJ CUMIITOMOKOMILJIEKC», Pa3BUBAIOIIMIICA He3aBu-
CIMO OT JIOKaJmaauuy HoBoobpasosanus. Hambosee
Ba’KHbIE CYMIITOMBI — €J1ab0CTh, BAJIOCTD, O/ THOCTB,
CHIKEHIe alIleTuTa u noreps mMaccel Tesa. 3abose-
BaHIE MOYKET COIIPOBOKAATbCA cyOdedpnIbHOM nin
dedpnbHOI Muxopankoil. B obmux aHanmsax Kposu
HEpeaKo ONpenesATCA TPOMOOLUTO3, aHEMMI, YCKO-
penHasa CO3, B CbIBOPOTKE KPOBM — IIOBBILIEHNE
YPOBHSA JIaKTaTJernIporeHasnl. Takasd KIMHMYECKasd
KapTIHA CBOMICTBEHHA He TOJBKO OIIyXO0JIEBOMY ITOpa-
JKeHMIO, HO ¥ MHOTMM 3a00JIeBaHMAM OMOPHO-JIBUTA-
TeJIbHOIO allllapaTa HeollyxoJseBoil npuponsl. Ilox
«Mackoi» n1obpokadecTBeHHOr0 06pa30BaHNA JOBOJIb-
HO 4aCTO NPOTEKAIT 3JI0KaYeCTBEHHbIe IIPOI[EeCCHL

OcTeocapkoMy Hepenko Npuxoguresa audgepeH-
LMpoBaTh ¢ (puOPO3HON AMCILIa3Melt, CONMUTaPHON UK
aHEeBPU3MaJIbHOM KOCTHOI KUCTOM, IePBUYHO-XPOHM-
YeCKNUM Hecreln@uyecKM aTUINIHBIM OCTEOMIe -
TOM, OCTEOMI-OCTEOMOI, TyDepKyJIe30M 1 ocTeodac-
TOKJIaCTOMOI. 3a49acTyI0 TOJbKO Ha OCHOBaHUM KOMII-
JIEKCHOTO 00CcJsIe/10BaHNA, BKIIYAIOIIEro CYPaJbHy 0
penrrenosckyio KT, MPT u tpenanobuorncuio ¢ Mop-
dosorngeckoit BepupuKaleil 11arH03a, MOKHO BbIA-
BUTb 00JIE3Hb 1 HAYATDH JIeUeHNe.

OCCIO n0BOJIBHO YaCTO MPOTEKAIOT MO «MaCKO»
OCTeoMMeJTa, BO3MOYKHO C MMHIMMAJIbHBIMY PEeHTre-
HOJIOTMYeCKIMY IIpu3Hakamu. KoBapcTBo mpoleccea, a
VIMEHHO HEeCOOTBETCTBME KJIVHUYECKO) KapTUHBI C
YIIOPHBIMHU, MHTEHCUBHBIMU 00JIAMY, 0OCOOEHHO B HOU-
HOe BpeMsA, MIHMMAJbHBIM M3MeHEHUAM Ha PeHTre-
HOTpaMmMe, CJYKUT INPUUMHOI MO3JHeN AMAaTHOCTUKN
nporecca. Poguresnn obpaluarwTea K opTronenam IeT-
CKOJl MOJIMKIVHNKY, e pedeHKa JedaT OT «pacTd-
SKEeHMsA MBIIIIl», MIO3KUTA, JuMpageHnTa, ocTeoMye-
JINTA.

Omyxousp AckMHa KpaiiHe peaiKo qUarHocTUpyeTcs
CBOEBPEMEHHO, IIOCKOJBbKY NPOTEKaeT OHa C KJMHU-
KO IIJIEBPOITHEBMOHMUN: KallleJslb, JIUX0PaKa, 0TIV -
BOCTb, 00Jb B O0oKy. Ha peHTreHorpamMmax omnpepesia-
€TCs BBINOT B IIJIEBPAJIbHYIO IIOJIOCTE. Takasa KIMHM-
JecKas KapTHHa CJIYKUT OCHOBaHMEM AJIA Ha3Haue-
HIUA NeAuaTpaMy IPOTUBOBOCIANINTEbHOrO JeueHus,
a IIpu OTCyTCTBUM dPperTa — U PU3noTepaneBTu-
YeCKOro JiedeHud. B pesdysbTaTe NpOUCXOOUT pe3Kas
mManudecTalysa 601e3HM, ANCCEMUHALIMSA TPoIecca ¢
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pasBUTHEM JIbIXaTeJbHO HeJOCTATOYHOCTY BILIOTD J0
COCTOSTHUM, YIPOKAIOLINX JKMU3HM IMalMeHTa, Korjaa
crielaJibHoe JiedeHue 10 MOBOAY 3JI0KadeCcTBEHHOM
OITYXOJIM MPUXOJUTCA HaYMHATD C pPeaHMMalMOHHBIX
mMeponpuaTuit. Ommbxy B AMArHOCTUKE MOMKHO OBLIO
Obl n30eKaTh, ecyiu Obl IPU PeHTTeHorpaduy OLeHN-
BaJIM COCTOSIHVE HE TOJIBKO JIETOYHOM TKaHMU, HO U KO-
CTHBIX CTPYKTYP IPYJHOI KJIETKN.

CapKOMbI MATKMX TKAHEN, JJOKaIM3YoIyecs B 00-
JIACTV KOHEYHOCTel, YacTo 0IMO0UYHO NPUHUMAIOT 3a
peruoHapHbli JuMpa e HUT U TPOBOAAT IPOTUBOBOC-
najuresbHoe JiedeHne. TOJbKO popacTaHye OlyXo-
JIbIO KOYKM 3aCTaBJIsieT HAllpaBJATh pebeHKa Ha KOH-
CYJIBTALMIO K OHKOJIOTY.

OTcyTcTBUE CO CTOPOHBI Bpadell HOJIKHOTO BHM-
MaHUA K sKajobaM MalyieHTa IPUBOIUT K IO3JHel
IMATHOCTHUKE B3JI0KadecTBeHHON onyxoiau. Jlroboe
o0 beMHOe 0Opas3oBaHye TOJKHO ObITh MOpdoornyec-
KI Bepu@uUIMpoOBaHO. BeikunarenbEad TaKTUKa U
MaccyBHOe HaOJIIOJeHMe 3a POCTOM OIIYyXOJIM yBeJu-
YMBAKOT BEPOATHOCTD NONAJAHNA TallMeHTa B IPYIILY
BBICOKOTO pUCKa, KOTJa D0JIe3Hb BCJIEACTBYE [T03Hel
nuarnoctukn nocruraet 111, a nepenko n IV cranum.

3akawuyenue. Bpaun o01ien NOJMKIMHUYIECKON
ceTu B caydae Haam4msaA 0ojeit n/muam obbeMHOro 06-
pas3oBaHMsA JOJIKHBI CBOEBPEMEHHO HAIIPAaBJIATH Jle-
Tel Ha JOMOJHUTEJbHbIE MCCIeOBAHUA — PEHTIeHO-
rpaduio B craHmapTHbIX npoernuax u ¥ 3BT. Ecoam
npu penrtrenorpacun u/uau Y 3BT BriABiIeHO 00bEM-
Hoe obpasoBanue, pedeHOK NOJIKeH ObITh He3aMe I~
TeJIbHO HAallpaBJIeH B CIIELMaJM3UPOBAHHOE OHKOJO-
rimyeckoe yupeskneHne. HecooTBeTCTBIE KIMHMYECKON
KapTUHBI JaHHbIM peHTreHorpadun u ¥ 3BT nosskHO
HACTOPAXKMBATh KJIMHULIMCTA U CIYKUTD [I0KA3aHIEM
K [IPOBEIEHNIO DOJIee CJIOKHBIX JIy4eBbIX METOIOB MC-
cJlenoBaHMA — crypaJsbHol pentrenosekont KT, MPT.
Kareropuyeckn samnpelieHo NpUMeHeHNe TeIlJIOBbIX
npouenyp 1 pu3noTePaneBTUYECKOro JIEUeHNs y na-
LIJEeHTOB ¢ 00'beMHbIM 00pa3oBaHueM Oe3 Bepudura-
uyy auargosa! Ilpyu BeIABJIEHMM C NTOMOIIBIO BU3ya-
JVBUPYIOUINX METOIOB IECTPYKTUBHBIX N3MEHEHMII B
KOCTHOI CyUCTeMe M/WUJY HAJMIMY BHEKOCTHOTO KOM-
MOHEeHTa OIyxosy Jubo oObeMHOro oOpa3oBaHMA B
MATKMX TKAHAX [IOKA3aHO BBITIOJIHEHME TYHKIIUY OITY -
XOJIM PeKylen OuoncuifHoON urioii, Tpernanbmuoncun
MJIM OTKPBITOM OMOINCUM JJIS YCTAHOBJIEHMS MOPQO-
JIOTMYECKOT0 AMarLosa. B MopdoJsiornieckoM 3aKJIo-
YeHUM AMATHO3 JNOJIKEH OBbITh IIOCTABJIEH HE TOJIBKO
Ha OCHOBAHMM NAHHBIX, MOJYUYEHHBIX MPU CBETOBOIL
MMKPOCKOIUM, HO ¥ TI0 Pe3yJbTaTaM MMMYHOTUCTO-
XMMMYECKOT0 U MOJIEKYJIAPHO-TeHeTHYEeCKOr0 1ucce-
nosaHMiL. JleueHue HOJKHO OBITH MYJIbTYMOLAJbHBIM,
C NIpMMeHEeHMeM MHTEHCUBHOM IOJMXMMMOTEPaInl,
orepaluyu B 00'beMe IIOJIHOTO yAAJIeHNs Oy X0JH, JIy-
YyeBOi Tepaluy U IPOBOJUTHECH TOJIBKO B YUPEIKAEHN -
AIX OHKOJIOTMYECKOro Mpoduid, UMEOIINX ClIeluay-
3MPOBaHHbIE OTHAEJIEHNA IJIA IPOBEeHNA NHTEHCUB-
HBIX IIPOI'PaMM JieueHNd, Ipy o0ecriede NN TIaTe b-
HOT'O MOHMUTOPMPOBAHNMA COCTOAHNA NTalIeHTa 1 aJleK-
BATHOIL COIIPOBOAUTEJIbHONM TePaIN.
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