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B paboTte onucaH KIMHWYECKMIA CRyyai rMraHTCKOW BPOXAEHHOW MrePMUHOrEHHOKIIETOUYHOM OMyXonu
(Hespenas TepaToMa, 2-51 CTeMeHb 3PeSioCTH) MArKUX TKaHel rosioBbl U LIeu C 4ecTpyKuueit 60MbLIoro
Kpblfla KMMHOBMAHOM KOCTW, C pacnpocTpaHeHMeM Ha NosiocTb pTa C MEPEXOAOM 3a CPEHIOn JIMHWMIO,
WHMNbTPaLMelt A3blka, NosHoW 06CTPyKLMel NpocBeTa HOCO- ¥ POTOrTOTKM Y peberka 15 fHel usHu.
OnucaHbl 0CO6EHHOCTM BbIMOSTHEHWUSA XMPYPrMYECKOro BMeLLaTeNIbCTBa C Y4ETOM PacnpoCTPaHeHHOCTM
onyxonesoro npotecca. 0bcyskaaloTcs BONPOCH! Knaccudukaumm TepaToM, METOAb ANarHOCTUKM,
npeacTaBrieHbl COBPEMEHHbIE MPUHLMMbI TEPaANWUK NaLMEHTOB C faHHbIM 3aboneBaHneM.

KnioueBble cnoBsa: geTi, repMuHOreHHOKIIETOYHbIE OMyXOsTW, BPOXKAEHHas He3penas TepaToMma,
penkue onyxorm.

Congenital immature teratoma of head and neck: case report
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The clinical case of a giant congenital germ cell tumor (immature teratoma, 2 grade) of soft tissues of the head and neck with
destruction of the large wing of the sphenoid bone, with spreading to the oral cavity with the transition beyond the middle line,
infiltration of the tongue, complete obstruction of the nasopharyngeal the child 15 days of life. The article describes Specific
features of performing surgical intervention are described taking into account the prevalence of the tumor process. The discussed
issues of teratoma classification, methods of diagnosis, provision of modern principles of therapy for patients with this disease.
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€PMUHOrEHHOKNETOuHbIe onyxosu (TKO) — retepo-

reHHas rpynna HoBoobpasoBaHWi C pasfIMYHON rm-

CTONMOrNYECKOW KapTUHOM, NoKanu3aumen u Kiu-
HUYECKMM TEUYEHWEM, Pa3BMBAIOLLMXCA W3 MOMynsumMu
MIIOPUNOTEHTHBIX 3apOAbILLEBLIX KIEeTOoK. B cTpykType
3aboneBaeMoCTH 3110Ka4eCTBEHHBIMY HOBOODPa30BaHU-
amu (3HO) neteit B BospacTe 0—14 net M'KO cocTasnsioT
3—4%. ['ncTtonornyeckne TuMbl 3TOrO BMAa OMyXonew
pa3Ho0BpasHbl M BKITIOUAIOT Kak 3rI0KavecTeeHHble (ony-
XOS1b }EMTOYHOr0 MeLLKa, XOPMOKapLMHOMa, ANCrepMu-
HOMa, 3MBpMOHasbHbIN paK), Tak M [0BPOKaYECTBEHHbIE
(TepaToMbl — 3penble ¥ Hespesble) HOBOOGpasoBaHUS
[1-5].

'KO BcTpevaloTca B roHagax, HO MOryT foKanu-
30BaTbC OKCTparoHafarnbHo (KpecTLoBO-KOMUMKOBas
obnacTb, 3abpioLLIMHHOE NMPOCTPAHCTBO, NepenHee cpe-
LOCTeHWe, NuHeanbHaa obnacTb, wwes). Ha gomio aKc-
TparoHapanbHbIX OMyxonen npuxomutca okomno 55%
Bcex cryvaes KO [2], npu aToM nopaskeHue obnacty
rOMoBbI U LLieu onucaHo nuub B 2,5% cnyyaes [3, 6, 7.

TepaToMbl Llen K ronoBbl, BOSHMKalOLME Yy MNMo-
LA BHYTpUyTpobHO, — upe3BblYalHO pefKue OmMyxomu.
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YactoTta wmx BcTpeuyaemocTu cocTtasnset 0,25:10000
pomos [2, 6, 7]. MokasaHo, YTO fIOKaNM3aLMA OMyXosu
B 06nacTi ronoBbl W LUEWN MOMKET MPUBOOMUTL K Pa3Bu-
TUIO SKM3HEYTPONKAIOLLMX COCTOSIHUIA B MepuHaTasibHOM
nepuvoge, MO3TOMYy C MOMEHTA BbISBIIEHUSI OMyXOJn
TpebyeTcA yeTkasi opraHusaums MeAMLMHCKON NMOMOLLM
(3, 6,7, 8]

Lenb nybnukaumm — aHanma KAMHUYECKOro cryvas
BPOKOEHHOW He3penowv TepaToMbl C floKanuaauuen B 06-
nacTy ronosbl 1 LWen y peberka 15 gHen Xu3Hu.

KINUHWYECKOE HABJTIO[LEHUE

Manbuvk poguncs oT nepsovi HepeMeHHOCTH, Npo-
TekaBLUen Ha poHe TOKCMKo3a B | TpuMecTpe, yrposbl
npepbiBaHna BepeMeHHOCTV Ha BCEX CPOKax rectauuu.
Poobl  npexpeBpeMeHHble, popopaspeLleHne onepa-
TUBHOE, MyTeM KecapeBOro CeuyeHusi Ha 36-# Hepene
BepemMeHHoCTU. [OKa3aHWEM K KecapeBy CEYEHMIO MO-
CNYKWIO NpeHaTanbHO [MarHOCTMpOBaHHOE 0b6beMHoe
obpa3soBaHveB 061acTv ronoBbl U LLEW, pacnpoCcTpaHa-
foLeecs B MOMOCTb PTa, MO AAHHBIM YfbTPa3BYKOBOIO
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uccrnenosanus (Y3W) Ha 32-i1 Hepene GepeMeHHOCTMU.
Macca Tena npu poxaeHun — 2534 r, poct — 43 cM.
[Mpy poxaeHnn cocTosiHne pebeHka pacLeHMBanoch Kak
Tsikenoe, 0ByCnoBneHHoe pecrnupaTopHbIMK HapyLue-
HUSAMM M3-3a MArKOTKaHHOro obpasoBaHusi, pacnona-
ratloLLerocs B nopyesniiocTHon obnactn u Ha nepepHen
MOBEPXHOCTU LLeN, BbICTYMAIOLLEro Yepes poToBYtO Mo-
noctb. [loTpeboBanocb mpoBeneHWEe TPaxeoCcTOMUU U
WCKYCCTBEHHOM BeHTUnsAuMM nerkux (MBI1) B Teuyeue
2 vyacos.

Ha 5-e cyTku nocne poxpaeHusi pebeHok Bbin ne-
peBefeH B OTAENIeHWE BbIXaMMBaAHUS HEOOHOLLEHHbIX
HOBOPOXLOEHHbIX. B Bo3pacTe 7 gHel Bbina BbinonHe-
Ha MynbTUCNMPasibHas KOMMblOTEPHas Tomorpadus
(MCKT) ronosbi 1 Lieu: BbisiBneHo 06beMHoe HoBOOGpa-
30BaHuWe, npeacTasnsoLlee coboit MaccuHoe obpa-
30BaHWe MArKUX TKaHeW ronoBbl W LLIeW C pacnpocTpa-
HEHMEM B MpaByl0 MOLBUCOYHYIO SMKY, KpblIOHEeBHyo

PucyHok 1

MCKT ronosbl 1 wen: Ha KT-n3oBpaskeHUsaX MArKux TKaHew Lueu
C KOHTPACTHbIM ycunexneM (BeHosHas hasa) onpegensietcs Mac-
CMBHOE KWNCTO3HO-CONMAHOEe 0bpa3oBaHue C YETKUMU HEepOBHbIMU
KOHTypamu, obbemMoMm 198 cM®, HepaBHOMEpHO HakannuBaloLllee
KOHTpacTHbIN Npenapat

AMKY C [eCTpykuMen BOSbLIOro Kpbiia KIVHOBUAHOM
KOCTW C pacnpocTpaHeHWeM B MOMOCTb pTa U Nepexo-
[OM 32 CPefHIo0 JIMHUIO, MHdMNbTPaLMen A3blka, Nom-
HoW 0BCTpyKLUMEW NpocBeTa HOCO- U POTOrMOTKK, a TaK-
)Ke pacrnpoCcTpaHeHneM Hapyxy yepes poT, pasMepoMm
66x46x42 MM (06beM — 66 cM®).

Mpn noctynnennn pebeHka B HaumoHanbHbIA Ha-
YUYHO-NPaKTUYECKUIA LEHTP AETCKON remMaTonormm, OH-
KOMoruM 1 UMMyHonorum um. Omutpusa Porayesa MuH-
3npaBa Poccum (HHML Orou wm. Omutpus Porauesa)
B Bo3pacTe 15 fHei B KNMHMYECKOM cTaTyce obpalianm
Ha cebst BHUMaHMe pecnnpaTopHble HapyLLEHWs 3a CYET
OMyXO0JM, PacrnpoCTPaHSIOLLEeNCa B MOMOCTb PTa; Abl-
XaHWe OCYLLEeCTBAANOCh Yepe3 TpaxeocToMy, caTypa-
uva 0, — 96-98%. OTMeueHa Takke nedurypaums ro-
N0BbI, MOAYEMIOCTHOW 0BMaCcTM U Len 3a CYET Hannums
o0b6beMHOro obpasoBaHWs: poT OTKPbIT, N30 pTa BbICTY-
naeT MArKOTKaHHoe 0bpasoBaHWe, CMELLEHHOe BMpPaBo
MO OTHOLLIEHMIO K CPEAVHHON NIMHWMK A3blKa. 1ofocTb pTa
LnedopMUpoBaHa 3a cueT 0bpa3oBaHusi.

PebeHky npoBenu koMmnnekcHoe obcnenoBaHve.

MCKT rosoBbl 1 Lwen: BbisBfieHO 06beMHoe obpa-
30BaHMe C Pe3KUM yBeMYeHMeM pas3mMepoB Mo CpaBHe-
HUIO C NpenbioyLLMM UCCIEROBaHNEM — C 66x46x42 MM
(06beM — 66 cM?) 0o 108x98x114 MM (06beM — 198 cMm3)
(puc. 1).

MarnutHo-pe3oHaHcHas  Tomorpagua  (MPT):
B MSITKMX TKaHSIX FOSOBbI W LUeW crnpaBa onpenenseTcs
OMnyxofieBoe KUCTO3HO-ConuaHoe obpasosaHune Herpa-
BWUITbHON (DOPMbl C HEYETKUMW, HEPOBHBIMU KOHTYpamm
— 0o 7,0 cM (BepTuKanbHbiii pasmep) x 6,7 cM (none-
peuHblit pasmep) x 8,2 cM (nepepHe-3agHuit pasmep),
o6bem — 200 cM3; BEpXHUIA MOSIOC OMyXOnu LOCTUraeT
OCHOBaHMWsA Yyepena, NpaBoi NOABUCOYHON U KPbINoHED-
HoW AMOK. [lpaBble oToenbl A3blka U BepxHAsA ryba vH-
hunbTpMpPOBaHbI OMyxonesbiM oBpasoBaHueM (puc. 2).

OnpeneneHne  KOHUEHTpauwui  OHKOMapKepoB
B KpoBu: anbda-getonpoTenH — 6773,19 Hr/mn (B npe-
[enax BO3PACTHOM HOPMbI); HEeMpoH-creumndmryeckasn
aHonasa (NSE) — 43,91 wr/mn (HopMa < 16,3 Hr/mn);
BeTa-XopuoHMYeCKUiA roHapoTponuH < 1,2 MMEp/mn
(Hopma 0-3 MMEpn/mn); dpepputud — 220,5 Mkr/n (HopMa
6-60 Mkr/n).

Mpw NnpoBefeHn MOpdpoSIOrMYECKOro UCCIef0BaHS
MyHKTaTOBKOCTHOroMo3ra, MCKT opraHoBrpyaHomKkneT-
Ku 1 opraHos BpioLHoi nonoct, MPT ronosHoro Mosra
AaHHbIX 33 MeTacTaTU4YeCKoe MopaskeHne He NoslyyeHo.

Mocne npoBeneHnsa HeobxogmMmoro obbema fmarHo-
CTWYECKMX MPOLEnyp BbINMOSIHEHa OTKpbITas bBuoncus
HoBOODpa3oBaHuA. [MCTONMOrMYeckMe XapakTepucTu-
KM OMyxonu COOTBETCTBOBaNM He3penon TepaToMe,
2-5 cTeneHb HeapenocTu (grade 2) (puc. 3).

Takum 0bpas3oM, Ha OCHOBaHWM AaHHbLIX aHaMHesa,
pe3ynbTaToB (husmkanbHoro obcnenoBaHus, nabopa-
TOPHBIX WU WHCTPYMEHTaslbHbIX METOAO0B WCCefoBaHWSA
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PucyHok 2

MPT ronosbl v wen: Ha MP-usobpaxeHuax B carutTanbHom (A)
1 akcuansHoi npoekumsx (b, B) B peskumax T1+C u T1+C Fatsat
B 006MacT MArkux TKaHel Lueu crnpasa, pacnpocTpaHAACh B MOA-
BMCOYHYIO, KPbITOHEBHYI0 IMKM M MOMOCTb PTa, C MHGUMbTPALM-
el NpaBblX OTAENIOB A3blKa W BepxHewn rybol onpefenseTcs onyxo-
neBOe KMCTO3HO-conuaHoe obpasoBaHne HenpaBuIbHOWM hopMbl C
HEUYETKUMU HEPOBHBIMU KOHTYPaMW, MHTEHCUBHO HaKanmnueaiollee
KOHTpacTHOE BEeLLeCTBO B COMMAHOM KOMMOHEHTE
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PucyHok 3

lncTonormueckasa KapTuHa Hespenow TepaTombl, grade 2
(no Hauana Tepanuu): A — MHOXECTBEHHbIE HelpOoHasbHble TPy6-
KU1, YepeayloLwMnecs C anUTennanbHbIMU CTPYKTypaMu, reMaToKcu-
nMH-303uH, X100; B — 3penbin 3NMTeNnin, BbICTUNAIOLWMNIA KUCTY,
reMaTokcunuH-303uH, x400; B — runepakcnpeccusa Sall4 B anu-
TenuanbHbll CTPYKTypax, cnabas — B HelpoHamnbHbIXx TpybKax,
Sall4 x100; ' — NSE B npumutusHbix cTpykTypax, NSE x200;
Il — XpoMorpaHuH-CeKpeTUPYIOLLME KITETKU B AMUTENNN KULLEYHOrO
t1na, ChromograninA x100
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(yposeHb oHkoMapkepos, MPT 1 MCKT ronossl 1 wewn),
YUMUTbIBasi TUCTONOMMYECKOE 3aKmioueHune, pebeHky bbin
YCTaHOBMIEH KIMHWYECKWIA OuarHo3: BposkaeHHas KO
(Hespenas TepaToMa, 2-A CTeneHu He3penocTh) MArkUX
TKaHel rono.bl W LLEN C pacnpocTpaHeHWeM B NpaByio
MOABUCOYHYIO SIMKY, KPbINIOHEDHYIO SIMKY, LEeCTPyKLUMEN
BOMbLLOro Kpblia KMMHOBUAHOW KOCTU C pacnpocTpaHe-
HMeM B MOJIOCTb pTa C NEepPeEXOAoM 3a CPefHiol MUHWMIO,
WHpMNbTPaLMen A3blka, NOSHOM 0BCTPYKLUMeNn NpoceeTa
HOCO- 1 POTOrMIOTKM, @ TaksKe pacnpocTpaHeHeM yepes
poT Hapyxy. T2bNOMO, Ill knuHnyeckas rpynna no IRS
(Intergroup Rhabdomyosarcoma Study).

YuutbiBas bbiCTpoe yBenuueHve pasmepoB obpa-
30BaHUsA B TeueHune 6 aHel npebbisaHuna B HHIL OMOU
M. [mMuTpus Porauesa, ruraHTckue pasmepbl obpaso-
BaHWs, BbINO MPUHATO peLleHne O MPOBEAECHUN MOSNXM-
muoTepanum (MXT) no npotokony MAKEI-96. C uenbio
obecreyeHns aneKBaTHOrO0 3HTepPasnibHOro NUTaHUsA pe-
BeHKy Bbina HanoeHa NyHKUMOHHasa racTpocToMa.

MposepeHo aga Kypca PE (uucnnatud — 20 mr/m?,
1-5-i oHu; atonosma — 100 Mr/M?, 1-3-i1 oHK) ¢ pacue-
TOM [103 LMTOCTaTMKOB Ha 1 Kr Macchl Tefla, COrnacHo
PEKOMeHaLMAM NPOToKoNa.

Ha MCKT MArkux TkaHel ronosbl U LUEW, MpoBe-
peHHon nocne 1-ro kypca MMXT, oTMEYEHO yMeHbLue-
HWe pa3MepoB 0bpa3oBaHua Ha 26,5% MO CpaBHEHWIO C
WHULUMANbHbIM UCCNenoBaHneM, BbinonHeHHbiM B HHIL,
OrOn wm. Imutpus Porauesa.

Ha MPT MArkvnx TkaHe# romoBbl W LUen, NpoBe-
LeHHon nocne 2-ro kypca [XT, oTMeYeHo yMeHbLue-
HME Oomyxonu [0 pasMepa 6,4x5,6x8,6 cM (0bbem —
163,3 cM®). Mo cpaBHeHuio ¢ AaHHbIMKM MPT o Hauana
cneunuyeckon Tepanuu OMyxofb YMeHblUMnach Ha
20% — cormacHo NpOTOKONy, 3TO COOTBETCTBYET CTa-
Bunmsaumm npouecca, B CBA3N C 3TUM BbINO MPUHATO
peLueHve He npoBoanTb 3-# Kypc MXT. PekomeHnoBaHo
XUPYPruyeckoe neveHue.

BbinonHeHa onepauvs Mo ypaneHunio obpa3oBaHus
OHa MofiocTK pTa, POTOBOM MOMOCTM, BUONCUS LLENHBIX
numdpoysnos. ObpasoBaHWe MMeNo HecKOfbKO Kpyn-
HbIX KOMMOHeHTOB. OTMeueHa BblpaseHHas aedopma-
LS abBeONAPHbIX OTPOCTKOB YENIOCTEN, CMbIKaHUe WX
HEBO3MOKHO. [IBUEHUS HUKHEW YeniocTu Bbinu orpa-
HUYeHbl U BIIOKMPOBaHbl B BUCOYHO-HMKHEYETIOCTHOM
cyctaBe. Onyxonb npopacTafna B Mbilllbl AHa MOS0-
CTW pTa, pacnpocTpaHafacb B KOPeHb A3blKa, a TaksKe
Yyepes MVHLANMKOBbIE JYKKU COENMHANAcb CO BTOPbIM
MacCuBHbIM DparMeHTOM OMNyxonu B MofocTv pTa. Bu-
3yasibHble OPUEHTUPbI POTOBOM NMOJIOCTM ObINK PE3KO W3-
MeHeHbI. BbisiBneHbl KOPOTKas y3fneyka f3blka, AUCTonus
MArkoro Heba u A3bluka, pacluenuHa TBepaoro Heba no
CpeanHHOn nuHuK. Mpu ocMoTpe oBHapyKeHo, YTo po-
TOBasi MOMOCTb MOJSTHOCTbIO BbIMOSIHEHa 0bpa3oBaHWeM,
CMblKaHve yYeniocTer HeBO3MOXHO. ObpasoBaHue pac-
MPOCTPaHANoCh B napadhapuHreanbHoe MPOCTPAHCTBO,

PucyHok 4

IucTonoruyeckast KapTuHa 3penoil TepatoMbl (nocre ABYX Kyp-
cos MXT): A — wenesuaHble MOMIOCTU B COEAMHWUTESIbHOTKAHHOM
CTpOMe, reMaToKCUUH-303uH x40; B — 3penbit anuTenuit nono-
CTen, reMaToKCMNNH-303nH x400; B — KepaTuH B 3penoM anute-
nuu, panCK x400
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HaxOAMIIOCb B MHTWMHOW BIIM30CTU C BHYTPEHHEN COH-
HOM apTepuen cnpaBsa. locne yganeHus onyxonesoro
KOMMOHEHTa BO PTy ONPenensscs MacCuBHbIN fedonumT
CNU3NCTO-HAAKOCTHUYHOMO JI0CKyTa B MPOEKLMK TBEP-
poro Heba. Onepaums BbIMOSIHEHA MaKPOCKOMUYECKM
paavkanbHo (R1 pesekums).

[MCTOMOrNYecKne XxapaKTEpPUCTUKM COOTBETCTBO-
Ba/in 3pesion TepaTtoMme. /I3MeHeHve rucTonorniyecKoro
AnarHosa bbino obycnosneHo heHOMEHOM [o3peBaHus
1 OMbdepeHLMpPoBKU OMyXonu Ha OoHe MpoBOAMMON
MXT.

YunTblBas rMUCTONOMMYECKUA TUM OMyXOnu Mocne
neuenus (spenas Tepatoma) (puc. 4), nposenenue MNXT
no npotokony MAKEI-96 He Bbino nokasaHo.

PebeHok B Bo3pacTe 3 Mec. B cTabunbHOM coMaTu-
YECKOM cTaTyce Bbin BbINMCaH NOL AMHAMWUYECKOE Ha-
BrioaeHne [eTCKOro OHKOMora Mo MecTy MUTenbCTBa,
OfHaKo B BO3pacTe 6 Mec. MOBTOPHO FOCMUTANMU3NPO-
BaH B HHIML OOV uM. OMutpusi PoraueBa ¢ HanmMunem
B MOMOCTV pTa B peTpoMosspHoi obnactu obpasosa-
HUA HenpaBWibHON POPMbl CUHIOLLHO-PO30BOro LiBE-
Ta C rMajKoi NoBepXHOCTbIO, AMAMETPOM OKOJI0 3 CM,
CMeLLaIoLLIEero A3blK BIEBO.

Mo paHHbIM MPT ronoBbl 1 Lieun, B NpaBbix OTOE-
flax HOCOIJOTKM C pacnpoCTPaHEHWEM Ha POTOrMOTKY,
npaBylo eBcTaxueBy Tpyby omnpenenseTca KWCTO3HOe
obpa3oBaHWe HenpaBwIbHOM YOPMbI, C HEPOBHBIMU KOH-
Typamu — 1o 4 cM (nepenHe-3apHuii pasmep) x 2,7 cM
(nonepeuHbiit pasmep) x 3,2 cM (BepTuKanbHbI pas-
mep), obbemom — 18 cM®. ObpasosaHve nedpopMupyeT
Hebo, rMOTOYHYI0 MWHEAMMHY, OTTECHSAET A3bIK BIEBO.
TakvM 0BpasoM, KOHCTaTUPOBaH peunans 3abonesaHms.

BbinosiHeHo onepaTuMBHOEe BMeLLATEeNbCTBO — Ma-
KpocKomuuecku paamkanbHo (R1 pesekuus) B obbeme
ynaneHusi HoBoobpa3sosaHus. 1o pesynbtatam Mopdo-
NTOrMYECKOr0 MCCMeAoBaHNA AMarHoCTMpOBaHa 3penas
TepaToma.

Mocne BTOpPOK onepaLum NPOLLo 3 MecsLa: CoCTo-
AHMe pebeHka cTabunbHoe, COXPaHAETCA acMMMETpUSA
nuua, fblxaHue OCYLLEeCTBMAETCA Yepe3 TPaxeocToMy,
HYTPUTVBHAA MOAAEPIKKA — Yepes racTpocToMmy. [lauu-

Tabnuua 1
Knaccudpmkaumsa tepatom (B03, 2014) [12]

[lobpokayecTteeHHble CTeneHb 3penoctm—0u 1

CteneHb 3pemoct—21n 3 +
repMUHATUBHO-KIETOUHbIE
onyxonn bonee ogHoOro
FMCTONOrMYECKOro TUna —
coyYeTaHue 3pesion 1nm Hespeson
TepaToMbl ¢ Mo60i/mniobbiMu
APYrMMn repMUHaTUBHOKIIETOYHbI-
MW/HErepMUHaTUBHOKNETOUHbBIMU
3/10Ka4YeCTBEHHbIMM ONyX0NAMU
(Bcerna BbICOKOI CTENEHU
3710KaUEeCTBEHHOCTH)

3noKayecTBeHHble

TepaToMbl

€HT BbIMNCaH MOA AMHaMWYecKoe HabrniopgeHne AeTCKo-
rO OHKOMOra, AeTCKOro XvMpypra no MecTy sKUTenbCTBa.
PekomenpoBaHo: BbinonHeHve MPT 1 pas B 3 Mecsua
(1-% ron HabniopneHus), KOHTponb ypoBHst ADIT — 1 pas
B MecsL,.

Ha TpeTbeM Mecsle nocre BTOpOW onepauuu pe-
BeHky BbinonHeHo MPT ronosbl U Leu: onpenensncs
HebOmMbLLIOW KOMMOHEHT OCTaTOYHOM OMyXONnu, pacno-
naraioLummncs Ha 0CHoOBaHUM Yepena B 0bnacTi paHOro
oteepcTua, pasmepom 0,8x1,0 MM. lNpuHATO peLeHne o
rocnutanv3aumn pebeHka B OTOENEHWE XMPYprum feTen
nnogpocTtko HHIML AMOW um. OIMutpusi Porayesa yepes
3 Mecsua ANt KOHTPOMbHOro obcrnenoBaHus; B criyyae
OTCYTCTBMA [LaHHbIX 3@ POCT OCTATOYHOrO KOMIMOHEHTa
onyxonu ByneT npoBefeHa feKaHIoNALUS.

OBCYXXIAEHUE PE3YJIbTATOB UCCJTELOBAHUSA

Brepstle TepMUH «TepaToMa» (0T fp.-rpey. Tepatol
— 4ygoBuLLe, -OpOL — OMyXonb) npennoxun 8 1869 roay
P. Bupxos, oH onucan xapakTepHYyIo MaKpOCKOMUYECKYIO
KapTuHy onyxonu [9]. B 1967 roay R.A. Willis nan onpe-
OefeHve: TepaToMa — OMyxofib, COCTOALLAA U3 MHOMKe-
CTBa TKaHEW, Yy»KePOLHbIX TEM, KOTOPbIe BCTPEYAIOTCA B
3TOW aHaTOMUYeCKoM fokanusauum [9].

PasBuTrne TepaToMbl — COXHbIV nNpouecc. B nepu-
OO pa3BuTVsA 3MDOpMOHa nepBoHayasbHble 3apofbille-
Bble KIETKU, KOTopble 0BHapysKUBalOTCA B 3HTOLEPME
ENTOYHOro MeLlka ysxe y 4-HefenbHoro 3mbpuoHa,
MUIPVPYIOT U3 SHTOAEPMbI KEMTOYHOIO MELLKA K FreHU-
TanbHOMYy rpebHio B 3abpIOLLMHHOM NMPOCTPaHCTBE, FAe
pa3BMBAlOTCS MOSIOBbIE $Kenesbl, KOTOpble 3aTeM Cny-
CKaloTCA B MOLLOHKY, DOPMUPYS SIYKK, MW B Manbli
Ta3, 0bpasya anuHukm [2, 3, 6, 10]. Ecnv B 3TOT nepuon
M0 KaKMM-NnBO NPUYMHAM MPOUCXOANT HapYLLEHWE HOP-
MasibHOr0 NpoLEecca MUrpaLm U3 KpaHWanbHOro KOHLA
B KayAarbHbI M 3apOAbILLEBbIE KIETKN 3a0epPKUBaIOT-
cA B NoboM MecTe CBOEro CrefoBaHusi, TO TaM MOXET
cchopmupoBatsesa onyxosnb [6, 10]. Hanbonee vacTtas
NoKanu3auma TepaToM — FOHafbl M KPEeCcTLOBO-KOM-
umkosas obnactb (51-60%), cpenoctenue (10-30%),

Tabnuua 2
Ctenenu 3penocTu (B03, 2014) [12]

CrteneHb WHTepnpeTauus

0 OTCyTCTBVIe He3pesnoro KOMMoHeHTa

< 1 nons 3peHns npu yseneyeHun x40 cocTaBnsioT
1 MPUMUTUBHbIE HEPO3NUTENNanbHbIe CTPYKTYPbI B MI06OM
cpese (low-grade)

2 1-3 nons 3penuns x40 cocTaBnAeT He3pesblii KOMMOHEHT
B niobom cpese (high-grade)

> 3 noneii 3peHus npu ysenuuennn x40 B miobom cpese
3 COCTaB/IAIOT NPUMUTUBHbIE HENPO3NUTENNAsbHbIE
cTpykTypel (high-grade)
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3abpiowimHHoe npocTtpaHcTeo (11-20%), B o06na-
CTU LWewn ux obHapyskueaioT B 3-5% cnyuaes [2, 3, 6,
10, 11].

ucTonornyeckasn knaccugpukaumsa TepaTom. 3pe-
nas TepaTtoma — 85%; Hespenas Tepatoma — 15%; rep-
MWHOrEHHO-KNETOYHble onyxonu bonee 0pgHOrO ruUcTo-
norundyeckoro Tvna (co4eTaloT aneMeHTsl AByX U Bonee
Tvnos onyxonen) — 1% [2, 6, 8, 10].

Hespenas Tepatoma c npeobnagaHneM nNpuMMTMB-
HbIX CTPYKTYpP HEMposKkToaepMbl (Heapenble TPyBku u
PO3ETKM) MOMET paccMaTpuBaTbCs Kak MOTEeHUMarnbHO
3nokavecTBeHHas [9]. Kak npaswno, Hespenble TKaHu
COYeTaloTCs CO 3pernbIMU. TepaTOMbl, MOSIHOCTHIO COCTO-
ALLME U3 He3perbix TKaHel, y neTen penku [2].

CoBpeMeHHas  knaccuduKkauma  TepaToM U
cTeneHb WX 3penioctu (BcemupHas —opraHusa-
ums sgpaBooxpaHerus, 2014) [12] npeactaBneHbl B
Tabnmyax 1, 2. \3BeCcTHO, UTO 3penas TepatoMa — 3T0
nobpokayecTBeHHas, BblcoKoandPepeHLMpoBaHHas
onyxonb. [MCTOMOrMYeckas KapTWHa MOXeT ObiTb
npeacTaBieHa 3penion HeNpPOranen, KOCTHOM TKaHbIo,
BOJIOCaMM, XPALLEM, renaTtoumMTamu, rmagkuMm v no-
NepeyHo-NonocaTbhiMh MbILLILAMU, KUCTO3HBIMU U Ke-
NEe3nCTbIMKU CTPYKTYPaMU, 3HTepasbHbIMU Kenesamu,
CTPYKTYpaMu, Mo CTPOEHUIO HaMOMUHAIOLWLMMU pecnu-
PaTOPHbIA TPaKT, U OPYrMMU 3pesibIMi COMaTUYECKU-
MU CTpyKTypamu [9].

B Hespenoi TepaToMe MMEIOTCA He MOMHOCTHIO
aMdpcbepeHLMpoBaHHble  (Hespesible)  comaTuyeckue
CTPYKTYpbI, KOTOPblE BOCMPOU3BOAAT NPOLECCHI OPraHo-
reHesa y aMbpuoHos [9]. Hanbonee xapaKTepHblit KOM-
MOHEHT — He3penasi HeMPO3KTOLepPMa C MPUMUTUBHBIMM
MepynnobnactononobHbIMK KeTkamu, Helpobnactamu
¥ NCeBOoOpO3eTKaMu. 3T CTPYKTYpbl MOryT andodpepeH-
LMPOBAaTbCA B 3PNyl HEPBHYIO TKaHb. Takue omyxonu
cnocobHbl MeTacTa3upoBaTb, MPUYEM B MeTacTaTuye-
CKOM Oyare BCTPEYAlOTCA CTPYKTYPbl U TKaHW PasHoM
CTeneHu 3pesiocTu, B TOM YMCIe U Takue, KoTopble OT-
CYTCTBYIOT B MEPBUYHOM HOBOODPa3oBaHMM.

Mpy OuarHocTvke TepaToM BaXHO OMPEenesuTb
KOHLeHTpaumio anbcha-dpetonpotenHa (ADM) u berta-
XOPMOHMYeCcKoro roHapoTponuHa (BXIY). UssecTHo, uTo
A®I HauMHaeT 0BHapyMBaTbCsi B CbIBOPOTKE KpPOBU
nnopa ¢ 4-i Hefenu BepeMEHHOCTU; ero KOHLEHTpaLms
[ocTuraet nuka mexay 12—13-i Hepenew, 3aTeM ero co-
LepyKaHne CHUXaeTCA, [OCTUras HOPMasIbHOMO YPOBHSA Y
rogosanoro pebeHka. OnpepeneHne 3TOro OHKOMapKe-
pa obreryaeT OMarHOCTUKY OMyXONnen y AeTew, OUeHKy
NpOrHo3a, ahdeKTUBHOCTH NleYeHnst U HabmiogeHue 3a
BonbHbIMK [2, 6, 7, 15]. [Ins uHTepnpeTauum pesyrbTa-
TOB y [ileTe/l NepBOro rofa Ku3Hu HeobxoanMo UCMOoMb-
30BaTb BO3pacTHble pechepeHCHble 3HAYEHWS LLAHHOro
nokasatens [13]. KpoMe Toro, yuutbiBas couaunosioru-
Yecku BbiCOkMe 3HaueHua ADI y petelt nepsoro roga
MU3HWU, MHTEPNPETaLMs pe3yrnbTaToB BO3MOMKHA TOSbKO

npu oueHke ypoBHsa ADIT B auHamuke. CoxpaHsioLmecs
nMoKasaTenu, NpeBbilLaloLLMe BO3PaCTHYID HOPMY, WK
noBblLLeHVe ypoBHS ADIT B AnHaMUKe CBUAETENbCTBYIOT
0 Hanmuummn 3nokayecTBeHHon KO — onyxonu xenTou-
HOrO MeLLKa.

Ina coiBopoToyHoro BXIMY oMarHOCTUYECKUM cum-
TalOT NOBbILLEHWe KoHueHTpauun > 50 E[/n. MucTorno-
rdeckuin BapuaHT KO, npomyumpytowmin BXIMY, — xopuo-
KapuvHOMa. epMMHOMa TaK¥Ke MOMKeT CEeKpeTMpoBaTb
BXIY. CekpeTupyiolmmm HasbiealoT KO, npu KOTopbIX B
CbIBOPOTKE OMPEAeNnsioTCS NOBbILLEHHbIE KOHLIEHTPaLIMK
AT v BXTY.

K BM3yanusupyiowmM MeTofaM AVarHOCTUKN OTHO-
caT MCKT n MPT ¢ KOHTpacTOM, 3TO NO3BOJISIET OLEHUTD
pa3Mepbl ¥ PacnpoOCTPaHEHHOCTb OMyXONeBOro NpoLec-
ca[2, 6, 10].

TepaTOMbl LLEN ¥ FOMOBbLI BCTPEYAIOTCA JOCTATOUHO
penko. Ha ceropHALLHMI IeHb OAMH N3 OCHOBHbIX METO-
[0B npeHaTanbHoi anarHocTvkm — Y3M [3, 11, 15]. 06
OMyxof1eBOM npouecce npu BbimonHeHnn Y3 moryT
CBMOETENbCTBOBATL Cliefyloline Mpu3HaKU: aHaToOMu-
YECKoe CTPOEHWE MI0AA, aHOManWW OBUXEHWS, Hapy-
LweHne hopMmbl, KOHTYypa. lNpu BUM3yanu3aumm onyxone-
Boro obpasoBaHus HEODBXOAMMO MeOMCLMMIMHApHOE
obcysaoeHne TakTUKM BefeHus bepeMeHHOCTW, ponoB,
HOBOPOXAEHHbBIX C OMyXO0Jbl0 C APYrMMKU crneumanmcTa-
MU (HeoHaTOMOraMu, akyLepaMu, [EeTCKUMU XUPYPraMu,
[ETCKMMW OHKOJIOraMu, paaMorioramu), UMEHHO TaKoid
MOAXO0[, YBENNYMBAET BbIXKMBAEMOCTb [IETEW C BPOKAEH-
HbIMM HOBOOBpa3oBaHMaMM [2, 16]. ObLLENpUHAT Noaxon,
OCHOBaHHbI Ha MOBTOPHOM npoBeaeHnn Y3W ¢ uenbio
OLIEHKM OMHaMUKM poCcTa OMyxosu v Bbibopa onTuManb-
HOrO CpoKa popopaspeLlenus. B bonbLuMHCTBE cryyaes
MeTOOM BblbOpa SIBAETCA KECAPEBO CEYEHWE, B MPO-
Lilecce KOTOPOro AOSMKHbI BbiTb 0BecneyeHbl BCe ycno-
BUA AN NpoBefeHust MHTybaumm Tpaxeun n MBI B cnyuae
pecnupaTopHbIX HapyLUEHWI, 0BYCMOBMEHHbIX Hanmnun-
eM onyxonu. Tak, no aaHHbIM HemeLkoro peructpa KO,
13 23 naumeHtoB ¢ 'KO ronosbl 1 LLen kecapeBo ceye-
Hue Tpebosanock B 18 (78,2%) criydasx, uHTyBaums u
MBI — B 14 (60,8%) [3]. MNpoBeaeHne faHHbIX MaHWMy-
NAUMIA NO3BONAET CHU3UTL MEPUHATANbHYI0 CMEPTHOCTb
MaLMeHTOB C OMyXOMsAMM FOfOoBbI U LLew. [10 cTaTUCTUKe,
MepTBOPOXAEHHbIE C HanMuMeM TepaToMAHbIX MacC B
06nacTu rofosbl U LWen cocTaBnsaioT okono 17%; cMepT-
HOCTb HOBOPOKAEHHBIX C HAlIMUMEM TepaTOMAHbIX Macc
B 0bracTu ronosbl U wWwen 6e3 Xvpypruyeckoro nevye-
Husi — 80—100%; npw xupypruyeckom nedenum — 9-17%
(3, 6,10, 17, 18].

OCHOBHOW MEeTOR Tepanuu npuv 3pesioi U He3penon
TepaToMax — Xupypruueckoe yaasneHuve onyxonu [7, 8].
Beuay aHaTOMMuecknx ocobeHHoCTeW feTen MnaaLero
BO3pacTa Mpu NPOBEAEHUN XWPYPrUYECKOro neyeHus
[aHHoro 3aboneBaHus, IOKaNM30BaHHOIO Ha OpraHax
rOMOBbI W LUEeWU, XUPYPr CTarnKMBAEeTCA C PAAOM TeXHU-
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YeCKMX TPYAHOCTEN: BblpaskeHHOW aedoopMaumen ue-
nocTen, edmMuUMTOM TKaHel, BPOKLEHHbIMW NMOPOKaMM
pasBUTUS JIMLEBOro Yyepena M OTCYTCTBMEM BO3MOXK-
HOCTM OLHOMOMEHTHOW OPTOrHATUYECKON KOPpeKLUMM
M MUKPOXMPYPrUYECKON PEKOHCTPYKUMKU. Takum 06-
pasoM, Y MauMeHTOB AAHHOM rPynnbl NOCHe AOCTUKE-
HWA onpefeneHHoro Bo3pacTta TpebyeTcs BbiNonHeHne
MHOIO3TanHbIX PEKOHCTPYKTUBHO-MAACTUYECKNX KOP-
PeKuun.

3penble M Hespernble TepaToMbl paccMaTpuBalOTCS
KaK XMMUOPe3NCTEHTHble HoBoobpa3oBaHus [19], onHa-
KO y psfa NauMeHTOB, Kak B HaLLeM Cryyae, XummoTepa-
MU MOXKET MPMBOAMUTL K OCTAHOBKE OMyXOieBOro pocTa
¥ NO3BOMSIET NOArOTOBUTL pebeHKa K CIIOMKHbBIM XMpYp-
rMueckvuM BMeLLaTenbcTeaM [3]. B pamkax coBpeMeH-
HbIX NPOTOKONOB NeveHus nauuneHTos ¢ 'KO npoeeneHue
MXT nokasaHo naumeHTaM C TepaToMaMu B TOM Cllyvae,
€CNMn 0TMEeYaeTCs MOBbILLEHVWE YPOBHA OHKOMapKepoB
(A®M, BXIY), uto, B CBOIO OYepefb, CBUAETENLCTBYET O
KO 6onee 0fHOro rMCTOMOrMYECKOro Tuna (CcMellaH-
Hoit I'KO) [1-3, 5].

TwaTtenbHoe  rUCTOMOMMYECKOe  WUCCNenoBaHue
Bcero cybcTpaTa onyxonu B psafe Criyyaes nossonseT
BbISIBUTb MMUKPOCDOKYCbI OMYXOMK KENTOYHOIO MeLLKa
npu HopMarnbHbIX YpoBHAX ADI1. YacToTa gaHHoro de-
HOMeHa MoskeT foxoauTb [0 26% [20]. MokasaHo, uTo
HanMune MMKPOCHOKYCOB OMYXOSN KEMTOYHOIO MeLLKa
He ABNAETCA OCHOBaHWEM K nposefeHuio MNXT B cnyvae
pagvKanbHoro ypanexua onyxonu. OgHako B pamkax
TeKyLLMX pekoMeHpauuin Hemeukoro peructpa 'KO na-
LUMEHTAM C MaKpPOCKOMWYECKM OCTAaTOYHOM OMyXOosibio
nocne onepauuu (R2 pesekuus) v HanuuMem MUKpO-
hOKyCOB OMYXOSN KENTOYHOIO MELLIKA PEKOMEHL0BAHO
NpoBefeHNe afbloBaHTHOW Tepanuu Ha OCHOBE Lucna-
TuHa [21].

MokasaHo, 4TO Ha MporHo3 3aboneBaHusa y nauu-
EHTOB C TepaTOMaMu BIUAeT PaAMKanbHOCTb XMPYP-
TMYeCKOro BMeLLIaTeNbCTBa, CTENeHb 3pesiocTu npu
Hes3penbiX TepaToOMax M Hanmuune MUKpPOGOOKYCOB OMy-
XOMnW MenToyHoro Melka [21]. CnenyeT oTMeTUTb, YTO
peunauB 3aboneBaHusi MOXET BbiTb MpeacTaBneH Kak
arfieMeHTaMu1 3pernoit/He3penoi TepaToMbl, Tak M 310-
kauecTBeHHOW KO — omnyxosbio enTOYHOro MeLUKa.
lMpoBeneHve apbioBaHTHOM MMXT He BRAMAET Ha YacToTy
pasBUTVS PELUMAMBOB, MNpencTaBlieHHbIX aobpokaue-
CTBEHHbIMM TUCTOSIOrMYecknMm BapuaHTamm KO, Ho
CHW)KAeT PUCK Pa3BUTMS peunamsa, ODYCMOBMEHHOMO
OMyXOJSIbl0 SKENTOUYHOro MetuKa [21].

YnyulleHne KauyecTBa MEAMLIMHCKON NOMOLLM [ETAM
paHHero BO3pacTa MPMBENO K YBENMYEHWIO BblKVBaE-
mMocTu: B 1958-1983 rogax 5-neTHsAa obLiasa BbKMBa-
emocTb (OB) coctaensna tombko 40%; B 1984-1993
ropax — 79%, B HacTosiee Bpems 20-neTHss OB npu
Heapenoit TepatoMe pasHa 83,33% [2, 3]. YacToTa pe-
LIMAVBOB MNPV HEpPagMKabHOM yAaneHUn TepaToM BbICO-
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Ka, beccobbiTuitHan BbixknBaeMocTb (ECB) cocTtasnsiet
mwb 55%. Mo paHHbIM aMepUKaHCKUX aBTOPOB, pagu-
KanbHOE XMPYPruyeckoe BMeLLaTenbCTBO Y MaLMeHTOB
C He3pernon TepaToMON Pa3nNYHON SI0KanM3aLmm No3eo-
nsieT [obuTbCs BLICOKMX MokasaTteneit ECB (80-100%)
[7, 20], npv aTOM XyfLume pesynbTaTbl MosyyeHbl y na-
LUMEHTOB C BHErOHafHbIMU JIOKANM3aLMsiMU OMyXOosiu.
B uccnepoBaHun Hemeukoro peructpa KO nokasaHo,
yto 5-netHas BCB n OB naunenToB ¢ KO ¢ nokanusa-
umeit B obnacTy ronoesbl 1 Wwewn coctaenna 81 n 95% [3].
HanbonbLune TpynHoCTV B 0becneyeHnm pagmkanbHoCTH
XUPYPruyeckoro BMeLlaTenbCcTBa OTMEYEHbI, KaK Yy onu-
CaHHOro HaMy MaUMeHTa, NMpY PacnpOCTPaHEHUM OMyX0-
I B HOCOTJIOTKY ¥ FOPTaHOTIOTKY.

lMpoBeneHVe afeKBaTHOrO MOHWTOPWMHIA, BKIO-
YaloLLero Kak aHaTOMUYeCKylo BM3yanusauuio, Tak W
KOHTponb ypoBHa A®[1, no3BonsieT CBOEBPEMEHHO M-
arHoCTUpoBaTb peunams 3aboneBaHust y NaUWEHTOB CO
3penbiMU U He3pesibIMK TepaToMamu.

3AKJTIOYEHUE

B nmpenctaBneHHOM KNWHWYECKOM criyyae y pe-
BeHka ¢ npeHaTanbHO AMArHOCTUMPOBAHHOW TepaToOMONn
BNy NpeanpuHATLl ynpexkpawowme mMepbl. CRNOXHOCTb
XUPYPrMYecKoro feyeHus 3akniouvanacb B TOM, 4TO
onyxofb pacnonaranacb B HEMOCPEACTBEHHOW Bnnso-
CTW K XXM3HEHHO BaXHbIM aHAaTOMWYECKUM CTPYKTypaMm
M B Manom Bo3pacTe pebeHka, UTo, B CBOIO 0Yepefb,
ONpenensno HeBO3MOXHOCTb NPOBELEHWUA pafuKasb-
HOW onepaumu. [laHHOe KNMHUYECKoe HabnoneHne
L0EMOHCTPUPYET Bas)kHOCTb CBOEBPEMEHHOM NpeHaTanb-
HOW [OMarHOCTWKM, MEXOMCLMNIMHAPHOIO MoAaxopa,
KOMMneKcHoro obcnenoBaHnsa v afekBaTHoro Bbibopa
TepaneBTUYECKOM TaKTUKM Y NaLMEHTOB C pefkon dhop-
MOW He3pesnon TepaToMbl LLIEM M FOSI0BbI C pacnpocTpa-
HEeHWeM 4yepes poToBylo nonocTtb. Heobxoguma paspa-
BoTka yeTKoW MapLUPyTM3aLMK 1 ITAMHOCTK OKasaHus
B Poccuu cneumannampoBaHHOM MeaULMHCKON NOMOLLIM
B Cflyyae BblIsiBMIEHUS y Nnoaa o6beMHoro obpasosaHus
ronoBbl W Len. PaHHUA nepeBOf HOBOPOMOEHHOrO B
cneuvannsnpoBaHHble LEHTPbI, 0brnafaloLime BO3MOX-
HOCTSIMW LN NPOBEAEHUSA UHTEHCUBHOW Tepanuu, MXT
M XVMPYPruyeckux BMeLLaTeNbCTB Ha 0bnactu rososbl
W LUeW, MOXET YNyYyllunTb pe3dynbTaTbl JIeUYEHNUs faHHON
rpynnbl 60MbHbIX.

WCTOYHUK ®UHAHCUPOBAHUSA
He yka3saH.

KOH®JIUKT MHTEPECOB
ABTOpbI CTaTbu MOLTBEPAMIIM OTCYTCTBUE KOH(PIIMKTA MHTEpecos,
0 KOTOPOM HeobxoanMo CoobLLUTB.
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