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KNMWHUWYECKUWE HABNIOOEHNA

NudbchepeHumanbHaa aguarHocTuKa
KUCTO3HOMU hopMbl HeEUpobnacToMbl
U KPOBOUIJTUAAHUA B HAAMOYEYHUK

y AeTeun nepBbiX MecsLEeB }XU3HU

E.B. ®eoktuctoea, H.I. Yckoea, C.P. Bapdonomeesa, IM.B. TepelueHko,
[.10. KauaHos, T.B. LLlamaHckas, C.P. Tanbinos, H.C. ['paués

®PIbY «HaunoHanbHbl Hay4YHO-MPaKTUYECKMI LIEHTP AETCKOM reMaTosioruu, OHKOI0rum u uMMYHOTOrum
uM. [Imutpus Porayesa» MuHsgpasa Poccun, MockBa

IndbdpeperHumnanbran omarHoctnka obbeMHbIx 06pa3oBaHMii B NPOEKLMN HaAMOYEYHNKOB Y HOBO-
POXOEHHbIX OEeTEN U NeTEN NePBbIX MECSILIEB KM3HWM — YPE3BbIYAMHO CIOMKHAs KMWHWUYEeCKas 3apava.
B naHHOM cryyae uallle BCEro peyb UAET 0 BPOMKAEHHbIX KUCTO3HbIX HEMPOBIaCcTOMax v KpOBOU3USIHU-
X B HAAMNOYEYHWK. Kak npaBumio, 0TCYTCTBUE KIIMHUYECKON CUMMNTOMATUKU U CXOKECTb AaHHbIX BU3Y-
anusauun He NO3BONSIOT YeTKOo AMdpdepeHUMpoBaTh AaHHbIE MaTONOrMYeCKMe COCTOSIHUSA, B CBSI3W C
3TVM BO MHOMMX CIlyYasix METOOM Bblbopa CTaHOBUTCS onepaTuBHOe yaaneHne obpasoBaHus ¢ nocre-
LyloLLen ructonornyeckon sepudpmkaumeit. OgpHako Bce bonblue nccrnenoBaTenen BbiCKasblBaloT MHe-
HWe 0 TOM, UYTO HeobX0aMMO MPUAEPKMBATLCA KOHCEPBATUBHO-BbIKMAATENbHON TaKTUKM B OTHOLLEHWU
LeTel nepBbIx MecsiLeB sKMU3HWU. B cTaTbe npeacTaBneH cryyar HabmiopeHns 3a naumeHToM ¢ 0bpaso-
BaHWeM HaAnoYeyHmKa, onmMcaHbl TPYAHOCTM, C KOTOPbIMU CTOSNKHYIMCh aBTOPbI MPU NMOCTAHOBKE OKOH-
YyaTesnbHOro KNMHMYECKOoro anarHo3a.

KnioueBble cnoBa: aHTeHaTaslbHasi AMArHOCTUKA, BPOKAEHHAs! KUCTO3Has HeripobriacToma, fetu
MepBbIX MECALIEB KU3HU, KDOBOUSNNSIHNE B HAANOYEYHNK, HOBOPOMKAEHHbIE AETH.

Differential diagnosis of congenital cystic neuroblastoma and prenatal
adrenal hemorrhage in children of the first months of life

E.V. Feoktistova, N.G. Uskova, S.P. Varfolomeeva, G.V. Tereshchenko, D.Yu. Kachanov, T.V. Shamanskaya,
S.P. Talypov, N.C. Grachev

National Research Center of Pediatric Hematology, oncology and Immunology named after Dmitry Rogachev, Moscow, Russian Federation

Differential diagnosis of adrenal gland tumor in neonates and children of the first months of life is an extremely difficult clinical
task. Most often, it is congenital cystic neuroblastoma or prenatal adrenal hemorrhage. As a rule, it is hard to make the right
diagnosis due to absence of clinical presentation and similarity of visualization data therefore sometimes surgical tumor removal
followed by histological verification becomes the method of choice. The article presents a clinical case of the adrenal gland
tumor in 5-months old boy. Authors discuss the difficulties in the formulation of the final clinical diagnosis.

Key words: antenatal diagnostics, congenital cystic neuroblastoma, adrenal hemorrhage, neonates, children.

MPOKOE MCMONb30BaHWe MNepuHaTanbHbIX

yNbTPa3BYKOBbIX UCCIELOBaHUIA NPUBENO K

BblIsiB/IeHMI0 Bce BosbLlero konuyecTsa bec-
CUMMTOMHbIX 06beMHbIX 0bpa3oBaHuii B obnactu Han-
MOYEYHMKOB Y MITOAOB U HOBOPOMAEHHbIX. 3abpioLLInH-
HO, Ha[l BePXHUM MOJIIOCOM MOYKKU, MOTYT pacnoniaratbcs
LYMNMKaLNOHHbIE KACTbl NEPBUYHON MEepPEfHEN KULLIKM,
nognmadparManbHblii CEKBECTP NIErkoro, TepaToMbl 1
op. OoHako B laHHOM BO3PaCTHOW rpynne OCHOBHOM Andd-
dhepeHLUManbHbI AnarHo3 npu Hanuuum obpasoBaHus C
KMCTO3HbIM KOMMOHEHTOM TOM WNW UHOW CTeneHn Bbipa-
)KEHHOCTM B cynpapeHanbHon obnactu cnepyet npo-
BOAMTb My KPOBOW3MMUSHMEM B HagnoueuHuk (KH) u
BPOMKOEHHO HeitpobnacToMoit (BH). KpoBousnusHua B

HaOMOYeYHMK Yy HOBOPOMKAEHHBIX MOTYT BbITb CMOHTaH-
HbIMW, HO Yallle NMPOUCXOAAT Y HEAOHOLLEHHbIX, @ TaK-
e bblBalOT CNEeAcTBMEM POAOBON TPaBMbl, aCUKCUN,
cencuca, ayToMMMYHHbIX 3aboneBaHunin, Koarynonatum
unu TpombounToneHuu.

HevipobnacTtoma — camasi pacnpocTpaHeHHas 370-
KauyeCcTBEHHas OMyXxoslb, BblSiBNIAeMas B NepuHatasnb-
HbIM MepuoA; NMepBMYHO OHa Yallle pacrnonaraetcs
MMEeHHO B 06/1aCTW HafnoyeyHka. HemporeHHble ony-
XOSIM MOFYT BbITb CONMAHBIMW, KUCTO3HO-CONMAHBIMM 1
MOJTHOCTbIO KMUCTO3HLIMU, KDOME TOr0, BO3MOMKHO AMHA-
MUUECKOe U3MeHeHue CTPYKTypbl onyxonu [1, 2]. Cxo-
ECTb laHHbIX BU3yanu3aLuum B 3TUX cllyyasx obbacHa-
eTCsl TeM, YTO reMaTOMbl HaLINOYEYHMKOB NpMobpeTaloT
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BWA KMAKOCTHOM KUCTbI B MPOLIECCE NN3NCa KPOBSAHO-
rO CryCTKa, a BPOXOEHHble HelpobnacToMbl, Mo AaH-
HbIM S. Acharya, B 44% cnyyaeB TakKe HOCHAT KUCTO-
3HbI xapakTep [1].

CynpapeHanbHble KUCTO3Hble 0bpa3oBaHus, oby-
cnosneHHble KH unu BH, B npouecce BHyTpuyTpob-
HOrO Pa3BWTWSA, KaK MPaBuUIO, He JOCTUraloT BOMbLUMX
pa3MepoB M HE OKa3bIBaIOT BIMSIHUA HA COCTOSHWE 3[0-
pOBbS MaTepu W MoAa Bo BpeMsi BepeMeHHOCTH. Tak,
cheTanbHasa BoASHKa M NPe3KIaMICKsi OMUcaHbl TONbKO
npv MeTacTaTuyeckmx hopmax HepobrnacToMbl C BbICO-
KMM YPOBHEM KaTexo/laMMHOB B KPOBEHOCHOM pycrie [3].

AxTeHaTanbHble KH 1 BH, kak npasuno, He HapyLla-
IOT €CTECTBEHHOIO TEYEHWSI POJOB U PaHHEro HeoHaTarb-
Horo nepvopa. OgHaKo TaKTVKa BEAEHWSI HOBOPOKAEHHbIX
npu Hanuummn KH B cTagumn nHeonioumn 1 BH MoskeT cyLue-
CTBEHHO pasfinyatbes [4]. Boibop paumoHasibHbIX Croco-
B0B MeyeHns 1 AMHaMUYecKoro HabnioaeHnsa 3aTpyaHeH
BBMAY OTCYTCTBUS OOLLIENPM3HAHHOMO U LOCTOBEPHOMO
anroputMa amdpdbepeHUmnanbHo AnarHOCTUKM KUCTO3-
HbiX doopM KH v BH.

KnuHuueckui cnyvan

Manbuuk M., noctynun 8 HHIMLU OAFOU M. Omutpus
PoraueBa B Bo3pacTe 5 Mec. M3 aHaMHe3a 13BeCTHO,
yTo BepeMeHHOCTb MaTepu npoTekana 6e3 ocobeHHo-
cTen, pebeHok popunca Ha 36—37-1 Hefene rectauuu B

PucyHok 1
KT 6piowwHoit nomnoctn (HaTuBHas casa): MacCUBHOE KWUCTO3HOE
obpa3oBaHve B NPOEKLMM NPaBOro HafNoYeyHnKa

PucyHok 2

KT BpIOLLIHOM MOMOCTU C KOHTPACTHLIM ycureHneM (oTcpoueHHas
thasa): neperoponku B CTpyKType obpa3oBaHus, Hakannmeaiollme
KOHTpacCTHbIN npenapat
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pesynbTaTe CTPEMUTENbHbIX JOMALLHUX POAOB. Ha dhoHe
pa3BUTUA PeCcnMpaToOpHOro AMCTPecC-CMHApPOMa B Mep-
Bble CYTKM XU13HW pebeHok Bbin nepeBefeH B peaHMa-
LMOHHOE OTAENeHune, roe Haxoouscsa Ha UCKYCCTBEH-
HOW BEHTUMALMM NMErKUX B TeueHue yeTbipex aHen. pu
MOCTYNJ/IeHUN B HEOHAaTanbHOE OTAENIeHVEe Ha MepBbIX
CYTKaX »KW3HW Npwv Nanbnauun B NpaBbiX OTAENAaX KUBO-
Ta Bbino obHapyskeHo be3bonesHeHHoe obbeMHoe 0bpa-
30BaHue. [locne KOHCyNbTaLMKM OHKOMOra Ha 5-e CyTKM
YU3HW BbINOSIHEHA MHULIMANbHAs KOMMblOTEPHAs TOMO-
rpadomus (KT) ¢ KOHTPACTHbLIM yCUIIEHWEM: B 3abpIoLLIMH-
HOM MPOCTPaHCTBe crnpasa, B 0651aCTU HafNOYeYHUKa,
BbISIBJTEHO MAaCCUBHOE MMMNOAEHCHUBHOE 0Bpa3oBaHve pas-
mMepoM 51x50%x59 MM, obbemMoM 79 cM®, HenpaBuIibHON
OKpYyrnown dopMbl, NoTHOCTbI0 15-20 HU, He Hakanmnu-
BaloLLlee KOHTPACTHbIN NpenapaTt B OCHOBHOM CBOEN Mac-
ce, HO C HannuvMeM NeperopofoK B €ro HWKHEW yacTy,
MHTEHCUBHO HakannuBaloLlLmMx KoHTpacT. ObpasoBaHue
AecbopMupyeT BepXHUI MOMIOC NMPaBOM NMOYKK, OTTECHSS
ee KHM3y. OBaKyaLMs KOHTPACTHOMO NpenapaTa CBOeBpe-
MeHHasi. HvskHsst nonasi BeHa NPOXoauT No MeauanbHOMy
KOHTYpY obpasosanus (puc. 1, 2).

PebeHok HanpaeneH B HHIML OFOWN uM. OmuTpua
Porauyesa ons yTouyHeHus AuarHosa v onpefeneHns
TakTVkK neyenus. MNpu nocTynneHun obiee cocTosiHme
YAOBIIETBOPUTENBHOE, (ON3NMYECKOE pa3BUTUE COOTBET-
CTByeT Bo3pacTy. [NanbnaTtopHo B NpaBoM nogpebepbe
onpenensaeTca HWKHUIA nonoc obbeMHoro obpasosa-
HWUSA MACKO3NACTUYECKON KOHCUCTEeHUuKN, Besbones-
HEHHbIN.

B aHanusax KpoBM O0TMeYEHO MOBbILLEHWE YPOBHS
HelpoH-creundryeckoi eHonassl (HCE) po 29,21 Hr/mn
(HopMa < 16,3 Hr/mn), ocTanbHble nabopaTopHbIe NoKa-
3aTenu, B TOM uucne aktmBHocTb J1AIM 1 KoHUeHTpaums
cheppuThHa B cbiBOpoTKe Kposu (PC), conepskaHmne MeTa-
BonnToB KaTEXONaMMHOB B MOYe, — B MPEAenax HopMarb-
HbIX 3HaYEeHWN. MiccnenoBaHue NyHKTATOB KOCTHOIO MO3-
ra u3 YeTbipex TOYEK He BbISIBUMO aTUMUYHBIX KIETOK.

Mo AaHHbIM YrbTPa3ByKOBOro UccnenosaHus (Y3U),
B NPOEKLMM NPaBOro HafMnoyYeYHUKa onpenenseTcs aBa-

PucyHok 3
CoHorpaMma: obpasoBaHue NpaBoro Hagno4yeyHnKa HeoaHOPOAHOWM

CTPYKTYpbI

9L4 / Ped Abd
General
2D 100%
THI / H7,00 MHz
5dB/DR 65
SC2/DTCEM
Map E /ST 1

.4 mm
-4 mm



KNMWHUWYECKUWE HABNIOOEHNA

CKynspHoe obpa3oBaHne C HEYETKUMU HaPYKHBIMU KOH-
TypaMu, HEOJHOPOLHOW CTPYKTYPbI, COAEPXKaLLee Kamnb-
LIMHaTbI U 3KUOKOCTHbIE BKIIIOYEHUS, pa3MepoM 33x20x21
MM, o6bemoM 7 cm® (puc. 3).

KT B mvHamuke: B 3abplOLUMHHOM MPOCTPaHCTBE
cnpaBa, B NMPOEKLUMW NMPaBOro HafnovyeyHnKa, onpene-
nAetca obbeMHOe MArKOTKaHHOe obpasoBaHWe C YeT-
KMM HEPOBHbIM KOHTYPOM, HEOHOPOAHOW CTPYKTYpPbI 3a
cueT nepudeprnyecKon KonbLEeBUAHON KanbunduKka-
LMU M FTUNOAEHCUBHBIX LleHTParbHbIX YY4aCTKOB pasMe-
poM 21x24x24 MM, o6beMOM 6 cM3. Tpy KOHTpacT1poBa-
HUN YCUNEHUA MATKOTKAHHOIO KOMMOHEHTA He OTMEYEHO,
MMOTHOCTHbIE xapakTepucTukn — 30-40 HU. Mo cpasHe-
HUIO C MEPBUYHBIM UCCefoBaHWeM 0bpa3oBaHue cokpa-
Tunocb bonee yeM Ha 90%; NNOTHOCTb M3MeHWNach —
¢ 15-20 po 30-40 HU; nosBunack cdpepuueckas Kanb-
undpukaums (puc. 4, 5). VHbIX NaTonornyeckux naMeHe-
HWIA B BPIOLLIHOM NOMOCTH M 3abPIOLLIMHHOM MPOCTPaHCTBeE,
no paHHbIM Y3W u KT, He 3aperucTpupoBaHo.

Ona Bepudpmkaumm npupopsl obbemHoro obpa-
30BaHUA BbINOSIHEHA MArHUTHO-Pe30HaHCHasa TOMO-

PucyHok 4
KT GpiowHoi nonoctu (HaTueHasa chasa): mepudpepnyeckas Kosib-
LeBMAHas KanbuudrKaLms 0bpa3oBaHust NPaBOro HagnoyYeyuHnKa

PucyHok 5

KT BpIOLLHOM MOMOCTM C KOHTPACTHbIM ycureHueM (apTepuarbHas
hasa): ycuneHust MsArKOTKaHHOrO KOMMOHeHTa He Habriopaertcs,
chepuueckasn KanbUnrkauma 0bpa3oBaHns NPaBoro HafnoveyHnKa

rpacbus (MPT). B obnacTv npaBoro Haano4yeuyHmka
(Meskay HOMKaMU 1 B naTeparnbHOM HOKKe) onpepens-
eTcs obpa3oBaHMe HEOLHOPOLHOM CTPYKTYPbI C yyacT-
KaMn CHUXEHHOro M nosbileHHoro MP-curHana Ha
T2BW n STIR, cHWUsKEHHOro 1 nosbileHHoro MP-cur-
Hana — Ha T1BW; pasmep obpasoBaHusa — no 20x22x23
MM, 06beM — no 5 cm®. MNocne BHyTpuBeHHoro Bonioc-
HOr0 KOHTPacTUPOBAHUS OTMEYEHO He3HauuTesNbHoe
HaKoMnmneHne NapamMarHeTnKa B HUKHUX 1 MeamarnbHbIX
oToenax obpasoBaHuWsi; B BepxHenaTepasbHbIX 0ToeNnax
COXPaHAIOTCA 30HbI CHUXKeHHOro MP-curHana Ha T1BWU.
Mo MHEHMIO peHTreHoNoro., nMeeTcs bonblue AaHHbIX,
CBMAETENbCTBYIOLLUMX O HANTMUYMN KPOBOU3NUSAHMSA B Npa-
Bbl HAfMOYEYHWK C NMpU3HaKkamu obpa3oBaHus rema-
ToMmbl (puc. 6, 7).

MpoBeneHa cumHTUrpadma ¢ MeTanonbeH3unrya-
HuarHoM (MABT): ouaros naTonorMyeckoro Hakonme-
HuA pagnodpapMnpenapata (P®M) He BbisBreHo. Mpu
CUMHTUIrpadhmmn KOCTEN CKeneTa C TEXHELMEM 04aroB
runepdgukcaumm nnu runodoukcauum paguodapmnpe-
napaTa LOCTOBEPHO He 3atPUKCUPOBaHO.

PucyHok 6

MPT 6piowHoit nonoctu 6e3 KoHTpacTHoro ycunewus (T2BU
peskuM): oBpasoBaHue MPaBOro HaAMoOuYeuyHWKa HEOJHOPOLHOW
CTPYKTYPbI C y4acTKaMu CHUXEHHOTO W NoBblLLeHHoro MP-curHana

TE: 97.02 TR

PucyHok 7

MPT BpIOLLIHOM NOMOCTH C KOHTPACTHbIM ycunenuem (T1BU pexkum):
CHUKEHHbI MP-curHan B BepxHenatepanbHbix 0Taenax obpasosa-
HUA NPaBOro HaAMoOYeYHMKa

ABDOMEN:19 — Cor T1+C B
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TakuM 0bpa3oM, C y4eTOM faHHbIX aHaMHesa, n3me-
HEHWI CTPYKTYpbl 0Bpa3oBaHUs C KUCTO3HOM Ha Conua-
HYIO ¥ YMeHblUeHNs 0bbeMa 0bpa3oBaHWsi B AMHaAMUKe
Bonee ueM Ha 90%, a Takxe C yuyeToM Y3- 1 peHTreHo-
NOrMYECKMX XapaKTepucTuk obpasoBaHus Hbino coenaHo
NpennosioXeHne o Hanuuum y pebeHka opraHusyioLencs
reMaToOMbl MPaBOro HaAMOYEYHNKa.

MauneHTy BbICTaBMEH AMArHO3: reMaTtoMa MpaBoro
Ha@noyeyHvKa B CTaamn uHBosoumn. PebeHok ocTaBneH
non AMHaMUYecKuM HabriopeHneM nepuaTpa u xupyp-
ra no MecTy UTeNbCTBa C PEKOMEHAALMAMMN BbIMNOS-
HATb Y3W BpiowHon nonocTu oguH pas B 1,5 Mecsua;
KT BpioLIHOM MONOCTM C KOHTPACTHBIM YCUITEHUEM —
yepes 3 MecsiLla; onpenesieHne KOHLEHTPaLMN OHKOMap-
kepos (HCE, JIOI, ®C) — uepes 3 mMecaua.

[Mpun KoHTponbHOM 0bcnenoBaHnn pebeHka B BO3pac-
Te 8 Mecsues, No gaHHbIM Y3W 1 KT ¢ KOHTpacTHbIM ycu-
feHVeM, NOMOMHUTENMbHbIE NaTonornyeckne obpasosa-
HWS B MPOEKLIMM NMPaBOr0 HAfMOYEeYHVKA He 0BHAPYMKEHDI.

OBCYXOEHUE PE3YJIbTATOB UCCJIEAOBAHUSA

Bnepsbie BH 6bina onucaHa B 1983 rony D. Fenart.
Mopospexue Ha BH Bcerna Bo3HMKaeT npu 0bHapyKeHnn
cynpapeHarnbHON KucTbl y mnopa. OpHako BHYTpUyTpo6-
Hble KH — 3T0 Toxe He Ka3dyucTuka. B cepum Habnione-
HUi E. Hong cpenn 28 petel ¢ aHTeHaTanbHO obHapy-
YKEHHBIMW KUCTO3HbIMK 0bpasoBaHuaMu KH cocTaBunm
21%. Ceepenus o KH y nnopnos conepxkatcs B coobuue-
Husix E. Vollersen, K.A. Burbige [5-7].

ObbeMHble 0bpa3oBaHuWsi B 061aCTV HaoMOYEUYHNKOB
BCTpeyvatoTcsi ¢ yactoton 1,9 Ha 1000 HOBOPOXKAEHHbIX,
MpW 3TOM BEpPUPMLMPOBaHHbIE HepobacToMbl CocTaB-
naoT He 6onee 0,058 crnyyas Ha 1000 mnapeHues [8].
MepuHaTanbHble KH MOryT MMeTb KIMHUYECKMe NposiB-
FIEHNA B BUAE aHEMUK, KeNTYXM, reMaTOMbl MOLLOHKM, HO
cremyeT NoMHUTb, yTo M KH, n BH B onpepeneHHbIv nepu-
Of BPEMEHW MOryT NpoTeKaTb BECCMMMTOMHO.

CnoxHocTv B gpudpcbepeHumpoke BH n KH Bo3HuKka-
I0T Cpasy ke Nnocne ux BHYTPMyTpobHOro obHapyeHus.
[MoMUMO Cx0AHOW 3XOrpacpuyecKon KapTuHbI, CoBNaga-
0T U CPOKM BO3MOXHOIO BbIIBIEHMA natonoruu. S.B.
Fang cunTaeT, 4To BOMBLUMHCTBO CyYaeB AMArHOCTUKM
BH npoucxoaunT B Il TpuMecTpe; KH onuckiBaloT Takke BO
[IHIl TpuMecTpax, Npu 3TOM CPeaHU BO3PacT AnarHoCTU-
KM KMCTO3HbIX 0Bpa3oBaHuii B ero HabriofeHusax cocta-
BMI 32 Hedenu rectaumu, ConuaHbix — 35 Hepenb [9].

MoaTBEPANTD HEMPOreHHy nNpupony 0bbeMHoro
0bpa3oBaHMsi MOXKET MCCrefoBaHne MeTabonnToB KaTe-
XOMaMWHOB B Moye. HeobxoamMMo MpuHMMaTh BO BHUMaA-
HWe, U 3TO NOLTBEPKAEHO B CEPUM KITMHUYECKMX Habrnio-
LOEHWI, UTO NPU KUCTO3HbIX hopMax HerpobnacToMsl
MOXXET He MOBbILLATHCA YPOBEHb IKCKPELIMM FOMOBaHN-
NIMHOBOM 1 BaHUNMHMMHAANbHOM kucnot. M.C.G. Stevens
nonaraet, 4to Tonbko 50% HelpobnacTom y HOBOPO-
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KOEHHbIX BbI3bIBAIOT YBeIMYeHMe BblifeneHns Metabonum-
TOB KaTexonaMuHoB ¢ Mouoit [2]. CnenosatesbHo, oTpu-
LaTeslbHbIA TECT Ha BbISIBIIEHWE MapKepoB OMyXosv B
MOYe He MO3BOSIAET UCKIIOUYNTb KUCTO3HYI0 chopmy BH.

HecMoTps Ha ynoMuHaHus 06 ncnonb3oBaHWM BCEX
MEeTOAOB BM3yanu3auuu B NOCTHaTafbHOM Mepuope,
B OOCTYMHbIX JIMTEPaTYPHbIX UCTOYHMKAX Mbl HE BCTpe-
TUM COOBLLEHMI O BO3MOKHOCTY [LOCTOBEPHON AnNd-
dhepeHumManbHon anarHocTvku Meskny KH 1 BH Ha ocHo-
BaHuK AaHHbix Y3 unun KT n MPT ¢ KOHTpacTHbIM
ycunenneM. o MHenuio F. Sauvat, npu nepuHaTanbHoO
BbISIB/IEHHbIX 0BObEMHbIX 06pa30BaHNAX HAAMOYEYHUKOB
YYBCTBUTE/IbHOCTb, MOMOMKMTENbHAA M OTpULaTeNbHas
npenckasatenbHas LeHHOCTb KT ¢ BHYTPUMBEHHBIM KOH-
TPacTUMpPOBaHWEM B BbISIBfIEHUM HelpobnacToM cocTas-
nsoT cooTBeTCcTBEHHO 21; 80 1 40,6% [3].

Psin aBTOpOB paccMaTtpuBaeT 0bHapykeHue, No faH-
HbiM KT, KanbLUMHATOB, XapaKTepHbIX Lt HeMpobnacToM,
B MepBble [HM MOCIe POXKAEHUA KaK CBUAETENbCTBO B
nonb3y BH, Ho Henb3sa 3abbiBaTh, uTo NpY KH dhopmupo-
BaHWe KamnbLMHATOB HAUMHAETCSA YsKe CNycTs ABe Hefesu
nocre COCTOSIBLUErocsi KpOBOTEUEHWS!, CIEA0BATESbHO,
M 3TOT NPU3HAK HeNb3A CUATATb KTIOYOM K MOCTaHOB-
Ke omarHosa.

E.K. Cohen BbigensieT Tpu TMnNa Hagno4yeYHUKOBbIX
KPOBOM3NUAHMIA, Mo peaynbTaTtam Y3M [10]:

® C PopMMPOBaHMEM LIEHTPasiIbHON remMaToMbl,

CMeLLaloLLLeV MeRymnsApHYIO YacTb U coaBnvBa-
lOLLIEV KOPTUKanbHbIN CMOW;
® c hopMMpOBaHMEM TOTAmNbHOIO HEKPO3a, Mpu
3TOM jKeflesa yBenMyMBaeTCcs B pa3Mmepax,
M3MEHSIET 3XOMEHHOCTb M YTPaunBaeT CTPYKTY-
PY, HO COXPaHSIET NMPaMUEHyI0 hOpMy;

® C (hOpMMPOBAHMEM CErMeHTapHOM remMaToMbl,
rpaHunyalLen ¢ HeM3MEeHEHHON TKaHblo HagMno-
YeUHMKa.

MoMuMo obbeMa nopaskeHusi, CNeKTp axorpadmue-
CKMX MposiBneHnin KH 3aBUCHT TaksKke OT AUTENbHOCTM
cyliecTBoBaHusi reMatoMmbl. B nepsble cyTkn KH npen-
cTaBnseT coboi CBEpHYBLUMACH CFYCTOK — U30- UK
FUMEPIXOrEHHbIN MO OTHOLUEHMIO K OKPYXKAIOLLMM TKa-
HAM. B TeueHne HECKOMbKMX MOCNeRyoLWMX QHEW Npo-
MCXOAMT IM3NC CrycTKa 1 hOPMUPYETCS aH- MW FUMo-
3XOreHHOe KMCTO3Hoe obpa3oBaHWe, KOTOPOe MOKET
MMEeTb Kak OOHOPOAHYIO, TaK U HEOQHOPOAHYIO CTPYKTY-
Py C HanMuMeM BHYTPEHHWX MEPErOPOAOK U COXpaHe-
HWEM HEKOTOPOro obbemMa CoMMAHOr0 KOMMoHeHTa. [pu
MCCREefoBaHNN KPOBOTOKA B MOPasKEHHOM HafNMOYeYHUKe
C MOMOLLIO JOMMIIEPOBCKUX METOAVK BO3MOXHO MOSB-
NEHMe LBETOBbIX WUIIM 3HEPreTUYEeCKNX CUrHaNoB, CBUae-
TENbCTBYIOLLMX O COXPaHEeHUM KPOBOTOKa B pe3nayarb-
HOWM NapeHx1Me, pacrnonaraloLlencs NPeMMyLLECTBEHHO
no nepudbepuu remMaTombl. Hanmumne curHanoB KPOBOTO-
Ka 3HauUTeNbHO 3aTpyaHaeT anddepeHLmancHylo oma-
rHocTuky BH 1 KH.



KNMWHUWYECKUWE HABNIOOEHNA

BonblIMHCTBO UccnenoBaTenen CYUATAET, UTO KUCTI
B CTPYKType BH BO3HMKaAIOT B pe3yfibTaTe MacCUBHbIX
KPOBOM3MNUSAHUIA /UM HEKPO30B. ITO CHUMKAET KIMHU-
yeckylo 3HaunmmocTb MPT, nmeloLLieit UpesBblUYaiHO BbICO-
KYIO YyBCTBUTESIbHOCTb B BbISIBIIEHNWN KPOBOWU3MUSAHUN.
Mo paHHbIM KT 1 Y3, KMCTO3HbIE U KUCTO3HO-CONMUEHbIE
BH MoryT nMeTb curHambl KpOBOTOKA, 0BYCNOBEHHbIE
HanMyMeM COCyAO0B B COMMAHOM YacTu 1 Kamncyre Onyxo-
1M UM B COXPaHEHHOM NapeHxnMe HaanoyeyHuKa, HeoT-
nMYnMoin oT onyxonu. CrnepyeT Takske UMeTb B BULY, YTO
MP-curHanbl, CBUAETENLCTBYIOLIME O HANUUMM CBEKEWN
WNKn «CTapon» KPOBW, MOTYT BbITb BbISIBNIEHbI NPU KPO-
BOM3MUSIHUM KaK B HEU3MEHEHHbIN HafNMOYEYHWK, TaK U B
MaccuB HenpobnacToMmbl.

B ctatbe F. Sauvat 4yyBCTBUTENBHOCTb M OTpULLA-
TenbHas npefckasaTefibHas LEHHOCTb CLUMHTUIpadum
¢ MBI B mMarHocTMke KUCTO3HbIX BH cocTasnsioT
cootBeTcTBeHHO 70 1 55%. ®paHuy3ckne n Kopenckue
uccnenoBaTenu noflaralT, UTO CLUMHTUrpadouio ¢ MBI
MO’KHO MPUMEHSTb CKOpee AN1si OLEeHKM pacnpocTpaHe-
HUWs1 OMYX0J1eBOr0 MPoLecca 1 BbISBMIEHNUA MeTacTaTuye-
CKOro MopaskeHus, yeM Ans audpepeHLMPOBKM Meay
KH 1 BH [3, 11].

BonbLUMHCTBO UccnenoBaTenemn CXOAATCS BO MHEHWH,
yTo K Bo3pacTy 12 Hepenb KH nopBepraeTcst HBOMIOLMM
C BO3MOMHbIM COXPaHEHWEM KasbLMHATOB B 30HeE DbiBLLe-
ro KpoBomanusiHWsA. KoHcepBaTVBHas TaKTUKa Npu BeLe-
HuM peteit ¢ KH obuienpusHaHa [12]. HelipobnacTtoma,
OMarHOCTMPOBaHHasA B NepuHaTanibHOM nepuope, BKI-
yas KUCTO3Hble chopmbl BH, oTnnmuaetca bnaronpusTHbl-
MU BMONOrNYECKNMI XapaKTEPUCTUKAMM, BKITIOYAIOLLMMU
HU3KYI0 YaCTOTY BCTPEYAEMOCTH aMnnndImnKaLLMm npoTo-
oHkoreHa MYCN u opyrvx HebnaronpuaTHbIX Monekynsp-
HO-reHeTuYecKux abeppaLuit, TPUMNOUAHbIN Habop Xpo-
mocoM ([HK-uHpekc > 1) [13]. 06u1an BbIsKMBAEMOCTb
npu KncTosHbix BH — Bbonee 90%. Kpome TOro, kuctos-
Hble BH cnocobHbl K TOTanbHOWM perpeccuy oo MnosiHoro
ncuesHoBeHus. OfHaKo TeMMbI COKpaLLieHns obbemos BH
CYLLECTBEHHO Huxe, YeM npu KH [14].

PekomeHaaLmm nNo BefeHUIo HOBOPOXKLEHHBIX C NepU-
HaTanbHO AMarHOCTUPOBaHHbLIMU CONUAHBIMU 0BBEMHBIMU
06pa30BaHMAMK U KUCTAMU B MPOEKLUM HALMOUYEYHUKOB
YeTKO He pa3paboTaHbl. B nuTepaTtype onucaHbl pasnuny-
Hbl€ NMOLAXOMb! K BEAEHWIO AeTel C KUCTO3HbIMU hopMamMu
BH. Tak, C. Granata pekOMeHayeT XMpypruyeckoe feye-
Hue, a S. Acharya coBeTyeT BblbUpaTb TAaKTUKY LMHAMU-
ueckoro Habnopenus [1, 15]. KH, kak npasuno, noa-
BEPraloTCs MOSIHOM MHBOMIOLMM B TEUYEHME NEPBbIX TPeX
MeCSILEB XM3HWU, UTO MpefonpenensieT Noaxonbl K BeLe-
HUWIO [@aHHOW KOropThl MALMEHTOB B COBPEMEHHbIX NPOTO-
Konax fnevyeHust HerpobnacToMmsl.

Kak BblI10 0TMEYEHO, TOYHO OLIEHUTH XapaKTep KUCTO-
3HbIX M3MEHEHWI B HANMOYEYHUKE Y IETEN B HEOHATANbHOM
nepuone Ha OCHOBaHUM KITMHUYECKUX OAHHbBIX U [aHHbIX
BU3yasM3aLMOHHbIX METONOB UCCMEA0BAHWA HEBO3MOXK-

HO. EQVMHCTBEHHDBIV MeTof TOUHOM BepudpuKaLmm aMarHo3a
— BbINOSTHEHME XMPYPrMYeCKOro BMeLLaTeNbCTBa C nocne-
LYIOLLMM TUCTONOMMYECKUM UCCefOBaHNEM OnepaLmoH-
Horo maTtepuana. OnHako, yunTbiBas B LienioM bnaronpu-
ATHBIA NPOrHO3 y NauneHToB ¢ BH, HU3Kyl0 BepOATHOCTb
BbIABMIEHNSA HEBNAronpuATHLIX MOMEKYNAPHO-TeHeTUYe-
CKUX XapaKTEPUCTVK OMyXONM, BbICOKYIO YacTOTY CMOH-
TaHHOM perpeccun BH B gaHHOM BO3pacTHOM rpynne, Ha
CErofHsILLIHUIA feHb 0BLLEeNpUHATa KOHCEPBATUBHAS TaKTW-
Ka BEEHWA NaLMEeHTOB C U30SIMPOBaHHbIMK 0Bpa3oBaHms-
MW HaAMNoOYeYHMKOB, BbISBIIEHHbIMY B NepBble TPy MecALa
U3HW. K TOMy 3Ke 0TKa3 0T XMpPYypPrivyeckoro BMeLaTesb-
CTBa Y YaCTW MaLUMEHTOB MOXET CnocobcTBOBaTbL MUHM-
MU3aLMK OCITOMKHEHNI aHECTE3MONOMrMYECKOro Nocobus n
XUPYPrUYECKUX OCIOKHEHUI Yy [EeTEN paHHEro Bo3pacTa.
Pan uccnepoBaTenei NokasblBaeT, YTO CMEPTHOCTb MpU
NPOBEAEHNN XMPYPrUYECKMX BMELLATENbCTB Y eTeNn nep-
BOr0 FOfa $KM3HW C HerpobnacTomow MoskeT pocTuratb 2%
[16], uTo crepyeT yuuTbIBaTL MpU OMPeaesieHUn nokasa-
HUM K XMPYPrUYECKOMY NEYEHMIO.

KoHcepBaTVBHbIN MOAXOA BKITIOYEH B HECKOSBbKO KW=
HWYECKMX MPOTOKOSIOB NIEYEHNS MALMEHTOB C HeMpob-
nacTomoii. Tak, B paMKax NpOTOKOMNa HeMeLKOW rpynnbl
no neuvenuio Hepobnactomel NB2004, ncnonbdyemoro
B HHIMLU OOV wM. MuTtpusi PoraveBa no peLuexunio Yue-
HOrO COBETA, NaLMeHTbI C U30NMPOBaHHbLIM 0Bpa3oBaHu-
€M HalMoYeYHNKa, BbISBMEHHBIM B TEYEHWE NEPBbIX TPEX
MECSILIEB KM3HWU, MOTYT BbITb OCTaBNEHbI NOA TLATENb-
HbIM AMHAMWUYECKUM HabmofeHeM A0 OCTUKEHWS BO3-
pacTa Tpex MecsiLeB Npu YCroBWUM YAOBETBOPUTENBHOIO
COMaTUYECKOro cTaTyca U OTCYTCTBUM JKU3HEYrpoXa-
lomx cumntomoB. ObcnefoBaHne Ha MOMEHT BbiiBME-
HMS 06bEMHOro 0bpa3oBaHMsA HagMOYeYHUKA LOJKHO
BKIoYaTh Y3V opraHoB BpIOLLHOM NOMOCTH, 3agHero cpe-
LOCTEHUA, LLEeN U HEeMPOCOHOrpadhmio, a TakKe OLLeHKY
KOHLIeHTpaummn oHkoMapkepos (HCE, NI, ®C). Ocoboe
BHUMaHue npu nposeneHun Y3W cnepyet obpatuTb Ha
COCTOSIHME KOHTpiaTepasnibHOro HagmoyeyHnKa u Hamm-
ynme 0yaroBbIX U3MEHEeHU B neyeHun. bunartepanbHoe
MOpaseHVe HaaMoYeYHUKOB B BOMbLLUEN CTENEHWN XapaK-
TepHo Ans BH, a BbisBNeHne MeTacTasos B NeYeHn CBU-
LEeTeNbCTBYET O PacnpOCTPaHEHHbIX CTaauax Henpob-
nactombl (4S vnu IV ctagus).

B Bo3pacTe Tpex MecsiLeB Mpy HalMunu COXpaHsio-
Lerocst 0bpasoBaHUsA HagnoYeyHNKa NoKasaHo NpPoBeae-
HUe KOMMEeKCHOro 0bCcnefoBaHus, BKTIOYaIOLLEro aHa-
TOoMUYecKyto Buayanusaumio (KT/MPT), cunHturpadomio
¢ MBI, NyHKUMM KOCTHOTO MO3ra U3 YeTbipex ToueK,
OLIEHKY KOHLIEHTpaumn oHkoMapkepos (HCE, NAr, ®C)
B OMHaMVKe, onpefeneHne copepxaHus MetabonuTos
KaTexonaMWHOB B MOYe, C MOCiefyioLUnM BbIMOSTHEHU-
eM XMpPYPruyeckoro BMeLLaTenbCcTBa B 0bbeMe ynane-
Hus/6uoncum obpa3oBaHWs HaanoueuHvka. [lanbHemLas
TaKTVKa BELEHWS 3aBUCUT OT OKOHYATESIbHOMO AMarHo-
33, YCTaHOBMEHHOIO Ha OCHOBAHWM MUMCTOSIOMMYECKOrO
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MCCMenoBaHWs ONepaLMoHHOro MaTepuana, u aHanmusa
MOJEKYNAPHO-TEHETUYECKMX XapaKTEPUCTMK OMyX0omu
y NauMeHTOB C MOATBEPNKAEHHBIM OMarHO30M «HENpob-
nactoma» [17].

B npenctaBneHHOM KIMHWMYECKOM Cryvae C y4eToM
pesynbTaToB MPOBEAEHHOr0 KOMMMEKCHOro obcrnenosa-
HWA (He3HauuTerbHOe MNoBbILLEeHWe KoHueHTpauun HCE,
HOPMasibHOe COAepsKaHne [PYrMx OHKOMapKepoB v MeTa-
BonuTOB KaTeXoNaMMHOB, COKpaLleHne obbema obpaso-
BaHMA, No faHHbIM KT, 6onee yeM Ha 90%, kapTuHa MPT
W p.) MOOXOA K NeveHuio naumeHTa bbin uHoveuoyanuam-
poBaH, n3bpaHa KOHCEPBATUBHO-BbXMAATENbHAA TAKTUKA.

EBponelickas rpynna no onTvMuU3auuu NeyeHus
HelipobnacTomel (International Society of Pediatric
Oncology Europe Neuroblastoma — SIOPEN) pekoMeH-
LyeT Npu nepvHaTasibHOM BbISBNEHUM B 0bnactu Hag-
MOYeYHMKa fIOKanM3oBaHHOro obbeMHOro obpasosaHus
LOVaMETPOM MeHee 5 CM BbINOfTHeHNe nHUUManbHbIX Y3U
1 MPT pns oueHKu pacnpocTpaHEeHHOCTU MOopaXeHus, a
TaKKe onpefeneHne ypoBHa MeTabonnToB KaTexonamm-
HoB B Moye. OCHOBHas Lenb JaHHOro NpOTOoKoMa — BO3-
MOKHOCTb AOCTVKEHNSA BECCOOLITUMHOW BbIXKMBAEMOCTU
6onee 80% npw KOHCEPBaTVBHOM BEAEHUN LAHHON KOrop-
Tbl 6osbHbIX [18].

B nocnepHve ropbl ccrnepoBaTeny npeanpyvHUMa-
10T MOMbITKX PaCcLUMPWTL BO3PACTHbIE MPaHULbl Af1S Npo-
BeLeHWsI AHaMUYeCKoro HabniogeHWs 3a NauMeHTamm ¢
0bpa3oBaHMsAMM HagnoyeyHWKoB. Tak, [leTckas OHKOso-
rnueckas rpynna (Children’s Oncology Group — COG)
B CLLIA npoBena KnunHWyeckoe UCCNenoBaHUe, Hamnpas-
NTEHHOE Ha OLieHKY BO3MOHOCTW AIMHAMUYECKOr0 Habrio-
LeHUA 3a NauMeHTaMu C M30/IMPOBaHHbIMU 0bpa3oBaHu-
AMWU HaOMOYEYHWKOB, ONArHOCTUPOBAHHbIMU B TEYEHUEe
nepBbIX LLUECTU MecaueBs xku3Hu [19]. Kputepum Brnio-
YEHWA B UCCMEAOBAHNE YETKO OrpaHvM4nBani pasmepsl
obpasoBaHuii: obbeM He Boree 16 cM® B criyyae conua-
HOro xapaKkTepa obpasoBaHus (cooTBeTcTBYeT Auname-
TPy cdpepuueckoro obpasosaHua 3,1 cM); 0bbeM He
Boree 65 cM® B criyyae KMCTO3HO-COSIMAHOIO XapaKTe-
pa onyxonu (cooTBeTcTByeT anamMeTpy cchepuyeckoro
0bpa3oBaHusa 5,0 CM), NpY 3TOM KUCTO3HbBIA KOMMOHEHT
LOJKEH COCTaBNATb He MeHee 25%, 1 obpasoBaHue He
LOJIKHO MepecekaTb CPEHIo0 NMHMIO Tena. bbino noka-
3aHo, yTo 81% NauWeHTOB, OCTaBMEHHbIX NOA AVHAMU-
yeckuM HabrniopeHneM, nsbeskanu nNpu nocremyoLem
HabnioaeHnn XMpypruyeckoro BMeLLaTe1bCTBa, Npy 3TOM
TpexneTHas obLyas BbisknaemMocTb coctasuna 100%.

OcHoBbIBasiCb Ha AaHHbIX 3TOro nccneposanus, COG
n3yyaeT BO3MOMHOCTb YBeSIMYEHMs BO3pacTa mauu-
EHTOB, KOTOPbIX MOXHO OCTaBWUTb MOA AMHAMUYECKUM
HabnogeHneM fo 12 MecsueB B paMKax NPOCMEKTUB-
HOro KnuHu4eckoro uccneposanus Il dasbl ANBL1232
[20]. B maHHoe uccneposaHue ByoyT BKIIOUYEHbI NaLm-
€HTbl C ONyXonsMu pasmMepom oo 5 ¢M u L1 ctagmen no
MeOyHapofHOM CUCTeMe OLeHKM CTafuu Npu Hempo-
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BrnacTtome, OCHOBaHHOM Ha dhakTopax pucka npu BU3y-
anusauuu (International Neuroblastoma Risk Group
Staging System — INRGSS) [21]. PeaynbTaTbl AaHHOro
MCCRNEeNoBaHNs, BO3MOXHO, MO3BONAT B ByayLLeM yMeHb-
LUMTb YACNO NaLMEHTOB, KOTOPbLIM TpebyeTcsa rmcTonoru-
yeckas Bepudnkauma onmarHosa.

TeM He MeHee Ha paHHbI MoMeHT B HHIML O0OU
uM. IMnTpmsi Porayesa ructonormyeckas Bepucukaums
PEKOMEHIYETCA NaLMeHTaM C COXpaHsioLwmMmucsa obpaso-
BaHWSIMM HaAMOYeYHUKOB B BO3pacTe Tpex v bonee Mecs-
ues. OpHo 13 obocHoBaHwiA Broncun/ynaneHus obpaso-
BaHWA — BO3MOMXHOCTb Hanuuua BH ¢ HeBnaronpuaTHbiM
MOJIEKYNAPHO-FEHETUYECKMM MPOCOMNIEM OMyXOnu, Mpu
HeafeKBaTHOM fIeYEHUN 3TO MONKET yXyALwuWTb obLime
ero pesysnbTatbl. [IPOBENEHHbIN HELABHO aHanM3 YacToThl
BCTpeyaeMocTy amnnndmkaumm reHa MYCN y naumeHToB
C HenmpobnacToMon NPOLEMOHCTPUPOBAT, UTO He Cylle-
CTBYeT MOArpynn NaLMeHTOB, Y KOTOPbIX AaHHbIN Hebna-
FOMPUATHBIA NPOrHOCTUYECKUI MapKep He BbISBMAETCA
[22]. MokasaHo, YTO YacTOTa BCTPEUAEMOCTU AAHHOIO
MapKepa y nauneHToB B Bo3pacTHow rpynne 0-3 mecs-
La cocTaBnseT < 5%, 04HaKO BO3MOXHOCTb BbISBEHUSA
amnmdpukaumm reHa MYCN paxe y feTein oueHb paHHe-
ro BO3pacTa NoAYEPKMBAET BaXKHOCTb OLIEHKM MOMEKy-
NSPHO-TEHETUYECKNX MApKEPOB Y MaLMEHTOB C HeMpob-
nacTtomoit [22]. MpeanpuHUMaIoTCS MOMbITKY BbISBIIEHUS
amnnudovkaumm reHa MYCN B LMPKYMPYIOLLEN B KPOBM
[OHK onyxoneBbIx KNETOK, TEM He MEHee HK3Kas YyBCTBU-
TeSIbHOCTb AaHHOW METOAMKM Y MaLMEHTOB C JI0Kan3o-
BaHHbIMM hopMamMu 3aboneBaHnst (COOTBETCTBYIOLLIMMY
-l cTapusM), K KOTOPBIM OTHOCUTCA BOMBLUMHCTBO MaLy-
€HTOB C M30/TIMPOBaHHbLIMW BPOXAEHHBIMM 0Bpa3oBaHus-
MW HaAnoYeyHKKa, He MO3BONISIET paccMaTpuBaTh ee Kak
PYTUHHbIA MeTof, AMarHocTuku [23].

3aknioyenne

lMpaKTnyeckun BCe [MarHOCTUYECKMe METOfbI, BKITIO-
yast Y3W, KT, MPT, panvMon3oTonHoe nccrnenoBaHme u
onpefeneHne MapkepoB HEMPOreHHbIX OMyXonen, UMeloT
CPaBHUTENBHO HU3KYIOD TOYHOCTb B AndddepeHLnpoBKe
nepuHaTanbHO BbISBIEHHbIX KUCTO3HbIX BH 1 KH. bnaro-
MPWSTHBIV MPOrHO3 Y JAHHOM rPyNMbl NALMEHTOB NMO3BO-
NAeT AMHaMnyecku Habnopatb 6oMbHBIX C N30MMPOBaH-
HbIMW 0DBpa30BaHMAMK HaAMOYEYHMKA MPY OTCYTCTBUM
YKU3HEYPOXKaIoLLIMX CUMITOMOB 1O AOCTUKEHWS BO3pac-
Ta 3 MecsLEeB, YTO B YaCTH CNyyYaeB UCKIIOYaeT Heobxo-
AMMOCTb BbIMOMTHEHNUS XMPYPrYECKOro BMeLLaTeNbCTBa.

UCTOYHUK ®UHAHCUPOBAHUS
He yka3saH.

KOH®JIUKT UHTEPECOB
ABTOpbI CTaTbW MOATBEPAMIIM OTCYTCTBME KOH(PIIMKTA MHTEPECOB,
0 KOTOPOM HeobXxoanMo COoBLLNT.
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