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s camoii wacmoii 3KCMpaKpaHuanibHoil coAUOHOI 310Ka4eCmeeHHOU Onyxoau demckoeo 6o3pacma — Heiipooracmomot (HB) xapakmepro
Haauyue 2 memacmamuueckux gpopm (4 u 48 cmaouu). Ipu 48 cmaduu ommeuaemces memacmasupogarue 8 neueHb, KOICy U MUHUMANbHOE
nopacerue kocmnoeo mosea (KM). Onpedenennvie pedkue oas Hb rokarusayuu memacma3zos (naeépa, auuku u op.) Mocym He yxXyouameo
npocHo3 y Odemell Nepe02o 200a JICUZHU NPU OMCYMCMEUU BbIPANCEHH020 Memacmamuyecko2o nopaxcenus KM u kocmeil ckenema.
B cmamve npedcmagneno onucanue KAUHU4ECK020 cayuas sabprowunnol Hb ¢ amunuunoim memacmasuposanuem 6 niepy y pedeHka
NePebIX MeCAUes HCUHU ¢ OAA20NPUSMHBIM UCX000M HPU NPOBEOHUU MUHUMAALHO20 00B6eMAa XUMUOMEPanuuU.
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Atypical presentation of metastatic disease in patients with stage 4S neuroblastoma of the observation group:
description of the clinical case
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The most common extracranial solid malignant tumor of childhood — neuroblastoma (NB) is characterized by the presence of two metastatic
forms (stages 4 and 4S). Stage 45 is described to have metastatic spread to the liver, skin, and minimal bone marrow invasion. Certain rare
localisations of NB metastases (pleura, testicles, and others) may not worsen the prognosis in children of the first year of life in the absence
of severe bone marrow invasion and metastases to the skeletal bones. The article describes a clinical case of retroperitoneal NB with atypical
metastasis to the pleura in a child of the first months of life with a favorable outcome with a minimum amount of chemotherapy.
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BBenenue

Heiipoodnacroma (HB) — camas yacTast akcTpakpaHu-
ajibHasl COJIMIHAsI OMYyXOJb JETCKOro Bo3pacTa, pa3BUBa-
ol1asicsl B Ipouecce aMOpUoreHe3a u3 KieTok HEpBHOTO
rpe6Hst [1]. HB cocraBnsier okono 7—8 % Bcex 3710Kaue-
CTBEHHbBIX HOBOOOpa30BaHU B 1eTCKOM momysiiuu. [Tuk
3aboneBaemoctu Hb nmpuxoautcs Ha neteil mepBoro roga
xku3Hu. [Inss Hb xapakTepHbl 2 MmeTacTaTudeckue (opmbl
3abosieBaHUs — cTanuu 4 u 4S, xapakTepusylolyecs: pas-
JIMYHOM JIOKQJIM3AllMEN METacTa3oB, TAKTUKON BEICHUS
MaleHTOB U IPOTHO30M.

IMpumepHo y 80 % OGOJIBHBIX BCTpeYaeTCsl MeTacTa3u-
poBaHue B KOocTHbIM Mo3r (KM) u koctu. MeTacTtasupo-
BaHUE B MEYEHb M KOXY OOJIbIlIe XapaKTepHO ISl AeTei
MepBoro roma ku3Hu u 4S craguu. MeTtacTtaTuyeckoe
pacnpocTpaHeHUe B JieTKue, IJIEBPY U LEHTPAIbHYIO
HEpPBHYIO CUCTEeMYy HaOJIofaeTcsl KpailHe peako U BbISIB-
nsiercsiy S5 % nalueHTOB.

Jng xnmaccuueckoit 4S cTaguu xapakTepHO MeTacTa-
3UpOBaHUE B I€YEeHb, IMOAKOXHO-KUPOBYIO KJIETYATKY
1 MUHUMaIbHOE TopaxxeHue KM (mipu Hanuuuu He 6oJiee
10 % ormyxoieBbIX KJIETOK OT YMCJa SIAPOCOMAEPKAIINX
KJIeTOK) [2].

B psne cnydaeB y merteli mepBoro rojga XuW3HU BO3HU-
KaloT CJIOXHOCTU B UHTEPIpeTalluM JOKAIM3allM1 MeTa-
CTa30B U oNpenejeHur crtaauu 3adosneBaHus. [Ipu aTom
OTMEYEHO, UTO OIpeiesIeHHbIE JOKAIM3allM METACTa30B

y 9TOW TIpYyNIbl MAalUEHTOB HE YXYALIAOT OHKOJIOTU-
YECKHUI IMMPOTHO3, B CBSI3M C YeM OOJIbHBIC MOTYT ITOJTy4aTh
MeHee MHTEHCUBHYIO TepaIInIo.

B cratbe mpencraBlieHO OIMMCAaHWE KIMHUYECKOTO
caydJasl ¢ aTUITMIHOM JIOKaJIM3alueil MeTacTa3oB Ipu 4S
craguu HB.

Knunuveckwuii coryvai

B so3pacme 1 mecaya npu naanogom nposedeHuu yaom-
paseykoeoeo uccaedosanus (Y3H) opeanos oprowHoil noao-
cmu (OBII) y desouku obrapyyiceno obpazosarnue 6 npoeKuuu
npasoeo nHaonoweunuka. Ilpu gusukarvhom ocmompe 6ois6-
AeHbl yeeaueHue pasmepos icueoma 6 obseme, a maice
VHAOMHEHUS: 8 NOOOWBEHHOU 00AACMU NPABOIL CINONbL.

Ilo mecmy xcumenvcmea amOyaamopHo ObiAO 8bINOAHEHO
doobcaedosanue 6 00veme MyAbIMUCRUPANbHOU KOMNbIOMED-
Hoti momoepaghuu (MCKT) OBII u opeanos epyonoii knemiu
(OrK), no dannwvim komopbsix 6 3a0pIOUUHHOM NPOCMPAHCIEe
Ccnpasa onpedensinioce MAaccusHoe 00pazosanue pamepamu
4,6 x 6,2 x 5,8 cm (obvemom 0o 86 cm?), HeoonopooHoe no
ceoeli cmpykmype 3a cuem HAAUYUsL 2UNePOeHCUBHBIX KOMNO-
HEeHmo8, éeposimHee 8ce20 — KAAbYUHAMOE, HepaABHOMEPHO
Hakanauearouee KOHMPACMHbLU Npenapam, pPachnosolNCceH-
HOe 6 NpoeKuuu npasoeo HAONOHeYHUKA, He Gbixodsujee 3a
cpedunnyio auHuro dcueoma. Taxce 6 npoekyuu S2 npagoeo
AN€2K020 U3YAAUUPOBANOCH 00pazoeaHue obvemom 0o 0,5 cm’.
Ypoesnu onkomapkepos coleopomku Kposu cocmasuau: Heli-
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poHcneyuguueckas enoraza — 99ue/ma (nopma < 16,3 ne/mn),
geppumun — 306 mxe/n (Hopma — 20— 140 mre/n), aak-
mamaoeeudpoeenasza — 333 Ed/n (nopma < 451 Ed/n).

ITlayuenmke ambysamopHo Obina npogedeHa CUUHMU-
epagua ¢ '#I-memaiiodbensuneyanudunom (ZI-MHUFEI),
no O0aHHbIM KOMOPOU OMMEHanoch AKMUeHoe HAaKONAeHue
paduogpapmnpenapama (PDII) obpazoeanuem 3a6prouiuH-
H020 NPOCMPAHCIMBA CHPABd, Ymo YKA3bleano HA e2o Heli-
poeenHyro npupody. [lamonoeuueckoeo uakonnenus PDIT
8 Opyeux ynacmkax meaa He évis6aeHo (puc. 1).

a 0

(‘)
wt

Puc. 1. Cyunmuepagus ¢ '*I-MHUBT (unuyuanshoe uccaedosanue). Ila-
HapHvle uzobpaxcenus.. Onpedeasiemcs ouae NAMONOLUYECKO20 HAKONe-
nus 'ZBI-MHBT 6 o6aacmu o6pazosanus npagoeo nadnowewnuxa (YKasan
cmpeakamu): a — eud cnepedu; 6 — 6ud c3adu

Fig. 1. Scintigraphy with '*I-MIBG (initial study). Planar images. The focus
of the pathological accumulation of '>I-MIBG in the neoplasm of the right
adrenal gland (indicated by arrows) is determined: a — front view; 6 — rear
view

Jla ycmanoenenus Ouaenosa u mMakmuku eedeHus
pebenok Gvin eocnumanuzuposan ¢ OI'BY «HMUI] 1TOH
um. Imumpus Poeauesa» Mun3zopasa Poccuu.

Ilpu nocmynaenuu obujee cocmosiHue NAyUeHMKU He
0bl10 HapyuwleHo, npu QUIUKALbHOM OCMOMpe OMMeudncs
YyeeauueHHvlll 6 obsemMe JHCUBOM U Haiuuue HOOKONCHbIX
YHAOMHEeHUl 8 NOOOUIBeHHOIl 00aacmu NPasoil CMonbl.

IIposeden nepecmomp MCKT OBII ¢ oyenkoit ghakmo-
poeé pucka no danHwvim eusyaaruszauuu (Image-Defined Risk
Factors, IDRF), ommeuanoco obpazosanue, ucxoosuee u3
npagoeo0 HAONOYEeHHUKA, Npu SMOM Gbis8AeHbl cAedyroujue
IDRF: ungunvmpayus eopom neueru, 8ogaeveHue OPHOUIHO-
20 omdeaa aopmvi 6oaee yem Ha 50 %, umeasus 6 npasyr
noueynyro Hoxcky (puc. 2a). Taxxuce no dannoim MCKT OI'K
6 npoexyuu S2 npagoeo nezko2o onpedessinocy 06pazoearue
pasmepamu 1,1 x 0,7 x 1,3 cm (06sem — 0,5 cm?), pacnono-
JCeHHOe CYONAeapanbho, ¢ YeMKUMU POBHbIMU KOHMYPAMU,
Hakanaugaroujee KOHmMpacmuwiil npenapam (puc. 3a).

Puc. 2. Komnvromeprnas (KT) u maenumno-pesonancnas (MPT) momo-
epauu OBII ¢ koumpacmubim ycunrenuem: a (UHUUUANbHOE UCCAedosaHue,
KT) — 6 npagom Haonoueunuke onpedensemcs maccugroe, HeOOHOPOOHOe
no ceoell CmpyKmype 3a cuem MHO2OYUCACHHbIX KAAbUUHAMOE 00pa306aHue
(0o6sem — 86 cm’), npedcmasnentoe KOH2AOMEPAMOM ONYXOAEB0U MACChl
U namonocuvecKy UsMeHeHHuiMU aumpamuueckumu yramu (J1Y) ¢ uem-
KUMU, pOGHbIMU KOHMYpamu, akmuero nakanausarouee POII; 6 (MPT) —
cokpauenue oopazosanus Ha 53 % (06sem — 40,5 cm?) nocae 2 kypcos I1XT;
6 (MPT) — nocae 3 mec Habao0eHUs 8bl16A€HO COKPAUleHUe 00pa308aHUs HA
89 % (06sem — 9,5 cm’) om unuyuabHO20 UccAe008aHUS

Fig. 2. Computer (CT) and magnetic resonance imaging (MRI) tomography
of OBP with contrast enhancement: a (initial study, CT) — in the right adrenal
gland, a massive, heterogeneous structure due to numerous calcifications is
determined (volume — 86 cm?®), presented a conglomerate of tumor mass
and pathologically altered lymph nodes with clear, even contours, actively
accumulating a radiopharmaceutical; 6 (MRI) — reduction of neoplasm by
53 % (volume — 40.5 cm?) after 2 courses of chemotherapy; ¢ (MRI) — after
3 months of follow-up, a 89 % reduction in neoplasm was revealed (volume —
9.5 em?) from the initial study

Puc. 3. MCKT u MPT OIK ¢ konmpacmusim ycunrenuem (cmpeakoii 060-
3Haven Memacmamuyeckuil o4ae): a (unuyuanvhoe ucciedosanue, KT) —
6 npoexyuu S2 npasoeo neekoeo onpedensiemcsi 00pa308anHUe pazmepamu

1,1 x 0,7 x 1,3 cm (0o6sem — 0,5 cm?), pacnonoscennoe cybniespanvho,
¢ HeMKUMU POBHBIMU KOHMYPAMU, HAKANAUBAIOUWee KOHMPACMHbIIL npenda-
pam; 6 (MPT nocae 2 kypcoe I[1XT) — na yposre 4—5-20 pebep no kocmans-
HOUl naeepe ommeuaemcsi 00pazoeanue OKpy2nol hopmoel, aexcaujee Ha
naeepe, 6e3 dunamuru om npedvioyueeo uccaedosatnust; ¢ (MPT nocae 3 mec
Haoaodenus) — cokpauerue odpasosanus na 97 % (o6sem — 0,03 cm?)
OM UHUUUANBHORO UCCA008AHUS

Fig. 3. MSCT and MRI of the chest organs with contrast enhancement
(the arrow indicates the metastatic focus): a (initial study, CT) — in the
projection S2 of the right lung, the formation is determined by the dimensions
1.1 x 0.7 % 1.3 cm (volume — 0.5 cm’), located subpleurally, with clear
even contours, accumulating a contrast preparation; 6 (MRI after 2 courses
of chemotherapy) — at the level of the 4—5" ribs along the costal pleura,
a neoplasm of a round shape lying on the pleura is noted, without dynamics
[from the previous study; ¢ (MRI after 3 months of observation) — a reduction
in neoplasm by 97 % (volume — 0.03 cm?) from the initial study

202011N

I cases

Clinica

127



I cases

Clinica

128

Poccuiickuii xypuan JETCKOM TEMATOJIOTUW u OHKOJIOTUU

B uensx onpedenenus opeaHonpuHaonejicHoCmMu o4a-
2a 6 npoekyuu npasoeo ne2kozo 0vlio evinoaneno Y3U
NAeBPANbHOL NOAOCMU, NO OAHHBIM KOMOPO2O ONPe0essincs
MSACKOMKAHHbLI o4ae pasmepamu 15 < § mm, pacnonoxcet-
Hblil Ha hosepxHocmu S2 npasoeo Aeekoeo.

ITlayuenmrka 6vi1a obcydicdena c yuacmuem epadeii-oem-
CKUX OHK0/10208 U PEHM2eH010208, COeAaH 8bl600 0 MOM, 4MO
Memacmamu4ecKuii 04ae 10Kaiu3yemcs 6 niespe.

Yuumuieas evicokue xupypeuueckue pucku 6 cayuae
NONbBIMKU  paduKanbHo2o yoaneHus o00pasosanus, 66udy
MHOJICECMBEHHBIX (PAKMOPO8 PUCKA NO OAHHBIM 8U3YAAU3A-
yuu (IDRF F1, F3, F4), pebenky o6vi10 npogedero onepa-
MUBHOE 6MeULamenbcmeo 6 00seMe GUONCUL ONYX0AU NPABO-
20 HAONOYEHHUKA U YOareHUs MACKOMKAHH020 00pA308aHUs
nodoweenHol oonacmu npaeoii cmonsl. lucmosoeuueckoe
uccaedoganue 8bINOAHEHO 8 1abopamopuu NAmomopghoroeuu
HMMHAI] JITOH um. JAmumpus Poeauesa, no danHvim Komo-
D020 8 MKAHU ONYX0AU HAONOYEUHUKA U MACKOMKAHHO2O
KOMNOHEHMA CIMonbl Cnpasa 8blseaeHa HU3Koougpgdepenyu-
posannas HE ¢ Huskum umoexcom Mumo3a-Kapuopexcuca.
Taxum obpazom, eucmonocuyecku NOOMEEPI’COeHO Mema-
cmamu4ecKoe nopadceHue KONcu.

Ilumoeenemuueckoe uccaedosanue memodom ¢hayopec-
YeHMHOU eubpudusayuu in situ He NOKA3AA0 HAAUYUS HeOAa-
2ONPUSIMHBIX MOACKYAAPHO-2eHETNUHECKUX MAPKEPO8, MAKUX
kax amnaugurayus eena MYCN, deaeyus 1p u deneyus 11q.

[lo pezyasvmamam KOCMHOMO320801 NYHKUUU OGHHBIX 3
nopaxcernue KM e gviaeaeHo.

Taxum 00pazom, HA OCHOBAHUU NOAYYEHHBIX OAHHBIX
00caedosanus pebeHKy Obin NOCMABACH OKOHYAMEAbHbII
duaeno3: Hb npasoeo nadnoueunuka, 48 cmaous no Medc-
OYHapOOHOUl cucmemMe OUYeHKU PACHPOCMPAHEHHOCMU NpO-
yecca npu HB (International Neuroblastoma Staging System,
INSS), MS cmadus no Mexcdoynapodnoii cucmeme cmaou-
posanus npu Hb, ocnosannoii na anaausze gpakmopos pucka
npu eusyaauzauuu (International Neuroblastoma Risk Group
Staging System, INRGSS) (memacmamuueckoe nopadice-
Hue naeepul, Kodxcu). Pebenox cmpamugpuyuposan 6 epynny
HabAOeHUs 8 PAMKAX MOOUDUUUPOBAHHO2O NPOMOKO0AA
NB-2004, npunumas 60 éHuUMaHue 0AA20NPUSIMHBLIL MOAe-
KYAAPHO-2eHemuU4ecKuil npoguab onyxoau u omcymcmeue
amnaupurayuu eena MYCN.

Yuumuieas 6oaviuue pazmepvl, KOMAPECCUOHHOE 8030eii-
cmeue Onyxoau Ha OKpyscaroujue 0peansl, 0aHHoe COCMosHUe
pacuereno Kkak xcuzneyepodcarouee (XKYC). B yeasx kynu-
posanus XKXYC npunsamo peuterue o nposedeHuu cneyuguye-
ckoil mepanuu no cxeme N4 moougpuyuposeannoeo npomoxo-
aa NB-2004 ¢ pamkax epynnst Habao0eHus (8UHKPUCMUH,
dokcopyouuyun, yuxaiogocghamud).

Ilo pesyasmamam KT nocae 1-e0 kypca noauxumuome-
panuu (IIXT) ommeuena nosoxcumenvHas OuHaMKa 6 gude
cokpaujenus onyxoau Ha 53 %, obpazoeanue naespul cnpasa
3HAYUMO He YMEHbUIUAOCD.

bBuino pewrero npodoaxcums nposederue IIXT no npeac-
neii cxeme (kypc N4). Ilo OaHubim KOHMPOAbHO2O 00CAe-
dosanus 6 obseme MPT OBII u OI'K nocae 2-e0 kypca N4
OMMeHANacy NOA0NCUMENbHASL OUHAMUKA 8 8Ude COKpauye-
HUs pazmepos onyxoau npasoeo HaonoueuHuxka (cm. puc. 20).

OO0Hako, y4umoleas omcymemaeue OUHAMUKY CO COPOHbL
04aea 6 nAeépANbHOU NOAOCMU, 8 UeasX onpedeseHus 0anb-
Helleidl MaKkmukuy 6edeHus NayueHmxa 0biaa 06CcyicoeHa
8 DAMKAX 3Q04HOU KOHCYAbMAUUU C COPYKOBOOUmensimu
Hewmeuyxoii epynnot no uzyuenuro Hb npogheccopom T. Simon
u B. Hero (Yuueepcumemckas kaunuxa, Keavn, lepmanus).
Jannoe cocmosinue pacyeneno kak 4S8 cmadus c amunuunsim
Memacmasupoganuem, 0Obl10 PEKOMEHOOBAHO OCMABUMb
001bHYI0 OO MUWAMENbHBIM OUHAMUYECKUM HAONI00eHUEM.

Tlockoavky, HecmMomps Ha 3HAYUMENbHOE COKpAaUjeHuUe
pasmepoé onyxoau npasoeo HAONOHEUHUKA, COXPAHAAUCH
gakmopul pucka no 0aHHLIM BU3YAAU3AUUU, BKAHUAS 608~
AedeHue MAGUCMPAnbHbiX cocy0o8, Om ONepamueHo2o émMe-
Wamenbemed Ha NePeUMHOM 04dee PEeUleHO 8030ePICAMbCsl
€O cmpo2um coonto0eHUeM CpoKo8 NPeonucaHHblX KOHMPONb-
HbIX 8U3YANUZAYUOHHBIX UCCA008AHUIL.

1lo dannoim koumpoawvroii MPT OBII u OI'K uepe3 3 mec
QUHAMUYECK020 HAOANOEHUS OMMeYeHa NOA0ICUMEeNbHAs
JuHaMuKa 6 eude yMeHvlUleHUs 00seMa ONYXoau Npasoeo
Haonoueunuka Ha 89 % u ymeHvueHus 06pazoeanus é niegpe
cnpasa Ha 97 % (cm. puc. 38).

Taxum obpazom, yuumuleas NOAOHCUMENbHYI0 OUHAMUKY,
npooondiceHo OuHamuvecKkoe HabArOeHUe 8 PaAMKAX peKo-
MeHdauuu mooduduuuposanrozo npomokoara NB-2004.

B nacmoswuii momenm OaumenvHOCMb HAOAIOOEHUS
cocmagasem 12 mec.

Oo6cyxneHne

B otiinuue ot Apyrux BUAOB 3MOPUOHATBHBIX OTTYXO-
JIE y neTel, Ipu KOTOPBIX HAJIMYME OTHAJICHHBIX METa-
CTa30B acCOLIMMPOBAHO C TUIOXMM IIpOrHO30M [3], mpu
Hb cymecTByeT yHMKajabHas MeTacTaThdeckas (opma
3aboneBaHus — 4S cramgms, 1T KOTOPO# XapaKTepeH
OnaronpusTHBIA TporHo3 [4]. JlaHHas TMcceMUHUPOBaAH-
Has ¢dopma HB (4S/MS cragun) xapakTepHa TOJbKO IS
neTeil paHHero Bospacra (< 12 MecsleB 0 KPUTEPUSIM
INSS u < 18 mecsiieB — mo INRGSS) [5].

B nauvane XX Beka ObLIM ONMMCAHBI 2 TUIA TUCCEMM-
HupoBaHHoli HB, xapakrepusyoiiuecs pa3InyHbIM O1O0-
JlormyeckuM noseaeHueM: «cuHapoM [lenmepa» (1901 1),
IJIS1 KOTOPOTO THUIIMYHBIM OBLIO MAacCHMBHOE MeTacTa-
TUYECKOe TMOpakeHue IeYeHU, 4YTO, B CBOIO Ouepelb,
KJIMHUYECKU MPUBOAMIO K BHIPAXKEHHOM rermaToMeraauu
[6], 1 «tun XatunHcoHa» (1907 1), XapaKTepU3yIOLIUIACS
METacTaTMYeCKUM TopaxkeHuem Kocteit [7]. OcobeH-
HOCTb «cHHApoma Ilemrepa» 3akioyajach B 4acToi
perpeccuu oIyxoJu 6e3 Kakoro-yn0o JIeUeHUS UJIn IoCje
MPOBEICHNSI MUHUMAJIbHOM LIMTOTOKCUYECKOM TEPAIIUU.
B 1970-x romax A. DBaHc OblTa pa3paboTaHa cUCTeMa
cragupoBanus it Hb n «cuaapom Ienmepa», BKitoua-
IOIIUKA HaJIMYMe JIOKAIM30BAHHOMW MEPBUYHOMU OITyXOJIU
M MeTacTasbl, orpaHn4YeHHble KM, TedyeHbio U KOXeid,
cTaj ornpeaenaThes Kak 4S cranus. Bee ocrtanbHbIe MeTa-
cratndyeckue popmbl HB ObLIM OoTHECeHBI K 4-ii cTanuu
(8, 9].

B nocnenyroniem Kputepuu ycTaHoBIeHUS 4S ctaguu
ObUTM paciInpeHbl U, cornacHo INSS, BkioualoT Bo3pact
nanueHTta (0—12 MecsiieB), HalIWYKMe JTOKAJIM30BaHHOMN
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MEPBUYHOM OMyX0oJdu (COOTBETCTBYIOLIEH KpPUTEPUSIM
1-i1 m 2-%1 craguu o INSS), He mepecekarolieii cpe-
IUHHYIO JTUHUIO Tejla, C MeTacTa3aMM, OrpaHUYCHHBIMU
neyeHnlo, koxeir 1 KM (nipu Hanmuun He 6ojee 10 %
OITyXOJIEBBIX KJIETOK OT YMCJIA SIAPOCOACPKAIIMX KIETOK
1 OTCYTCTBUMU TopaxkeHus kocteil 1 KM 1o maHHBIM
cumHturpadun ¢ 'ZI-MUBT) [10].

CrenyeT OTMETUTh, YTO B HACTOSIIIIEE BPeMSI B paMKax
HOBOI1 CICTEMBI OLIEHKHU PacIpOCTPaHEHHOCTH IIpoliecca
npu Hb INRGSS, ocHoBaHHOIli Ha aHanu3e (aKTOpoB
pUCKa 1Mo JaHHBIM BU3yalu3aluu, BeiaeaeHa MS cragusa
3a0oseBaHus [5]. OHa B 1IeJIOM COOTBETCTBYET 4S cTaguu
3a MCKJIIOUeHHEM 2 BaXKHBIX JOIOJHEHUWI: BO3pacTHOM
MOPOT TIOBBIIIEH 0 18 MecsleB, MepBUYHAS OITyXOJb
MOXKET MepeceKaTh CPEIHION JUHUIO U XapaKTepru30BaTh-
Csl MECTHO-MHBA3MBHBIM POCTOM.

TakTukoi BeaeHMs maiueHToB ¢ 4S/MS (B majabHeii-
1lIeM B TEKCTe CTaTbUu OyaeT o0o3HavaThes 4S) cTanusamu
0e3 ammummpukaunm reHa MYCN saBnsiercss nuHaMuye-
ckoe HabOmoaeHue npu orcyrcTBumn KYC, oOyciaoBiaeH-
HBIX OCHOBHBIM 3a00JieBaHueM. JIaHHbBII MOAX0 K TAKUM
OOJBLHBIM OOYCJIOBJIEH CIIOCOOHOCTBIO OMyXOoJu Tipu 4S
CTaguy K CIIOHTAHHOM perpeccuu, 4To acCOLIMMPOBaHO
¢ OJIarOIPUSATHBIM ITPOTHO30M.

IManuenTs! ¢ 4-i1 ctagueit HB MoryT ObITh OTHECEHBI
B 3aBUCUMOCTH OT BO3pacTa HA MOMEHT IMOCTAaHOBKHU JHa-
rHo3a u cratyca reHa MYCN K rpyIire IpoMeXyTOYHOTo
WJIM BBICOKOTO pucka. B otnmuue ot 4S, mig 4-ii ctagun
Hb xapakTepHO mnopaxkeHue KOCTHBIX CTpyKTyp, KM
(6osee 10 % oT ymncia syApocoaepXKalIUX KJIETOK), OTIaICH-
HbIx JIY, IeHTpaIbHOI HEPBHOM CUCTEMBI, JIETKUX U JIpY-
rux opraHoB. OgHaKO, HECMOTpPS Ha UYETKUE KPUTEPUH,
pasnensioniye 4S u 4-10 cTannu, B KITMHUYECKON MPaKTUKe
JIETCKOTO OHKOJIOTa BO3HUKAIOT TPYAHOCTHU TIPH OIpenese-
HUU CTaauu y MJaneHIIeB ¢ MeTactatudeckoit Hb.

Br10op TakTUKM BemeHMS MallMeHTa TpeOyeT MOJTHOIo
00cIe1oBaHUS /IS OTIPEACICHUS CTETICHU PacTIPOCTPaHEeH -
HOCTHU TIpoliecca, a TaKKe OLICHKU CTaauu 3a00JIeBaHMUS.
Mertonbl BU3yau3alliM, UCIIOIb3YeMbIe 11T JUAaTHOCTUKU
HB, Bximouaror Y3U, KT u MPT. B HacTosimii MOMeHT
BBICOKOUYBCTBUTEIBHBIM U CIEUM(MUUHBIM ~ METOIOM
nuarHocTuku HB sBnsercs cumnTurpadus ¢ '21-MUBT.
Hannuue mo0oro oTmajeHHOro ovyara IaTOJOTMYECKOTO
HakorieHnst PDIT no/mkHO paccMaTpuBaThCsl Kak MeTa-
craTuyeckoe mopaxeHue. IIpoBeneHue maHHOro MeToda
00cenoBaHus SIBISIETCS 00sI3aTeIbHBIM IS IPaBUIbHOM
OLICHKU PAacIpOCTPaHEHHOCTH IIpoIiecca.

B ommcaHHOM BbIIIE KIMHUYECKOM Caydyae IIpu
anamu3ze KT OI'K B mpoekuum S2 mpaBoro Jerkoro
OIpeAe/IsUIOCh TOCTaTOYHO MAacCHMBHOE oOOpa3oBaHUE,
PacIIOIOXEHHOE CYOIUIEBPAIbHO, C YETKMMU POBHBIMU
KOHTYypaMH, HaKaIlIMBalolllee KOHTPACTHBIM IIperapaT
(cM. puc. 2). OmHako omnucaHue JIOKaJIu3aluu oopaso-
BaHUS (B MapeHXMMeE JETKOro/B ILIEBPaJbHOI TTOJIOCTH)
BbI3BaIO 3aTpydHeHMsl. TonbKo Osaromapsi KOMILIEKC-
HOMY TIOAXOOy K o0OciemoBaHUI0, TpoBeneHuno Y3U
rmuieBpaibHbIX nojocteii 1 MPT OI'K ymanocek ompene-
JIUTh OPTaHOIIPUHAIJIEXKHOCTh oyara (IieBpa).

Jlokanmuzanus metactazoB npu HB MoxeT ObITH pas-
HooOpasHoii. Ilpu HB waie Bcero xapakTepHO MeTa-
crasupoBaHue B mnedeHb, KM, KocTu, opOuTy, KOXY
un otganeHHble JIY. Pexe BcTpeuaeTcsl BHyTpUUepermHoOe
nopaxeHue [9]. Meractasbl TakKe MOTYT OBITH OOHApY-
>KEHBI B IUIEBPAJIbHOM ITOJIOCTH, JIETKUX, a TAKXKE B MbIIII-
Lax, sU4YKe, MapaTeCTUKYISIPHBIX TKAHSX U MHTPAOKY-
qaspHo [9, 11, 12]. Takoe pacmpocTpaHEeHHE METacTa3oB
cuuraeTca atTunuuHbIM 111 HB u HaGmomaeTcst kpaiiHe
penKo, cocTaBiisis Iopsiika 5 % Bcex IMalueHToB [9].
MeTactatnyeckoe pacnpocTpaHeHMEe B Jierkue 0OoJiee
XapaKTePHO IIJISI IPYTUX 37I0KaYeCTBEHHBIX OIMyXO0JIeil AeT-
cKoro Bo3pacra. Tak, npu HedpobdiacTome MeTacTaTuye-
CKO€e TopakeHue JIETKUX BeTpedaercs: 0osee yeM B 50 %
cayJaeB, IpU ocTeocapkoMe — B 75 %, mpu capkoMme
IOunra — B 70—80 % HaGmoaeHWII OT YKCla MAllMEHTOB
C OTHAJCHHBIMM METacTa3aMd Ha MOMEHT IIOCTaHOBKU
nuarHosa [13—15].

Hewmenxkoii rpynmoii (T. Simon et al.) Obl1a o1yoJIM-
KoBaHa cTaThsl [11], B KOTOpOiIl MpoaHaIU3UPOBAHBI
naHHble 317 mamuenToB ¢ HB, mpoBeneHo cpaBHeHMe
pacrpocTpaHEeHUs] METaCTaTUYeCKUX YYaCTKOB B 3aBU-
cumoctu ot cramuu HB (4S nubo 4-s) U mporHosa.
Yale Bcero Meracrasbl B MIEUEHU BCTPEYAIMCh Y JAeTei
¢ 4S cranueii (80 %), a nopaxenue KM uaiie HabJ0-
Janoch y 0onbHBIX ¢ 4-i1 cramueit (81 %). YmenbHbIN
BeC IAIlMEHTOB C aTMIMYHBIMM MeTacTazaMu mpu 4S
u 4-it cragusix coctaBus 9 % u 3 % COOTBETCTBEHHO.
MeTtacTa3bl B KOCTSIX cKejeTa, oTaaJeHHBIX JIY u BHY-
TpUYEpEeHOe MeTacTa3ipOBaHUEe HAOJIIOIATUCh TOJIBKO
y JeTeii ¢ 4-1 cranueil u cocrasunu 66 %, 18 % u 17 %
COOTBETCTBEHHO.

B maHHOM McCiemOBaHMM aTUIIMYHAS JIOKAJIA3aLMs
METacTa30B OblJIa OOHapyXKeHa y MallMeHTOB ¢ 4-ii cTanu-
€l B OCHOBHOM B COYETAaHMU C OOLIMPHBIM MeTacTaTUye-
CKMM pacripocTpaHeHueM ¢ nHwibsrpanueii KM 6oree
10 % u/vnu MeTactazaMy B KOCTH.

ITo MHEHUIO PKCIIEPTOB HEMELIKOM TPYIIIbI, aTUIINY-
HbIe MeTacTa3bl y MalMeHTOB ¢ 4-ii cragueil SBISIINCH
MPU3HAKOM BBICOKOM OITYXOJIEBOM HArpy3Ku, TOTIa Kak
aTUITMYHBIE METacTa3bl y MalMeHTOB ¢ 4S cTamueii, Kak
M Y ONMCAHHOIW HaMU MallMEHTKU, TIPEACTABISAIN cO00it
JIMIID TOMOJHUTEIbHYIO JOKAIN3aLMIO OITyXOJIN.

Takoke TaHHO TPyMITON YYEHHBIX ObljIa OMyOJMKOBaHA
ellle oJHa HayyHas padora [11], B KOTOpoi1 orucaHa rpyr-
I1a MalMeHTOB C METACTa3UPOBAHUEM B SIMUKM 1 MOLIOH-
ky nipu HB (mmpoananusupoBano 15 ciydaes). CornacHo
kputepusMm INSS [10], Bce 2T OeTU OOKHBI OBUIM
cTpaTUUIIPOBATHCS B 4-10 CTAIUIO, OMHAKO 4 OOJIBHBIM,
yuntbiBas uHGwisTpaunio KM Menee 10 % u orcyrcTBre
IPYTMX OTHAJICHHBIX METacTa3oB, OblLTa IMOcTaBieHa 4S
ctaaus. bbut caenad BBIBOI O TOM, UTO caMo I10 cede TaH-
HOE MeTacTa3upOBaHUE HE BJIMSIO Ha MCXO[ 3aboJjieBa-
Husl. PaHHUIT BO3pacT Ha MOMEHT MOCTAHOBKM JHMarHo3a
CIIOCOOCTBOBAJ JIYYILIEMY IIPOTHO3Y Yy 3THX MallME€HTOB.
ITporHo3 3akoHOMepPHO OKa3aJjics 0oJiee OJaronpUsITHBIM
IUIS1 IeTeit paHHero Bo3pacTa (mo 12 MecsilieB) B OTIM4ue
OT JETEN CTaplile roaa.
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IIpoananusuponaB rpymiy namueHtTos ¢ Hb ¢ mera-
CTAaTUYECKUM TMOpPaXE€HUEM, BKIIOYAIOIIMM aTUIIMYHOE
MeTacTa3upoBaHue, ObUIO II0KAa3aHO, YTO 3HAYMMBIM
daxkTopoM IJisd cTpaTU(UKALUMU TAlMEHTOB MexXay 4S
" 4-1i cTagusIMU SBNISIETCS CTerneHb nHuabTpanuu KM.
[ManueHTHI, HE UMEIOIIME METACTATUYECKOTO IOopaxe-
Huss KM uian nMeroniye ero MUHUMaIbHYI0 MH(OUIIb-
tpanuio (MeHee 10 %), uUMeIM XOpOIUMI IPOTHO3,
Toraa Kak 00JIbHbIE C MaCCUBHOM MHGMIbTpanueit KM
(6osee 10 %) xapakTepu30BaaucCh HeOJArONPUSITHBIM
MIporHO30M [9].

Takum o6pasom, T. Simon et al. (2000 r.) moka3zanu,
YTO Yy JeTel MepBOro roga XXu3Hu ¢ 4-it u 4S cragusamMu
creneHb uHGuUAbTpauuu KM umena craTUCTUYECKU
3HAUMMOE BJIMSIHME Ha IIPOrHO3, OJHAKO aTUIIMYHBIE
30HBI MeTacTa3upoBaHUs (IUIEBpa, SIMYKU M 1p.) HE
BIMSIIA Ha OTHajlieHHbIe pe3yabTaThl [9]. Hekotopnie
JIOKaIM3allui MeTacTaTUYeCKUX OYaroB y IeTell mepBo-
ro rojakKM3HU, He YKJIaJAbIBasCh B KJIACCUYECKHUE KPUTE-
puu 4S craguu, MOTYT He TpeOOBaTh MHTEHCU(PUKALIUK
Teparnuu 1 Py 3TOM BO3MOXHO JTOCTUXEHME YIOBJIET-
BOPMTEJIbHBIX TIOKa3aTejIeil BBKMBaeMOCTH. B yacTHO-
CTHM, OIMCaHa BO3MOXKHOCTb CIIOHTAHHOW perpeccuu
y NALMEeHTOB IIEPBOrO roja XW3HM C MeTacTa3aMu
B MbIIIIIHI [12].

ITo MHeHUIO 3apyOeKHBIX KCIIEPTOB, OOJIbHBIE, UME-
IOLLIME aTUIIMYHbIE METACTAa3bl, HO IPOSIBJISIIOIIME YEPTHI,
XapakTepHble 1 4S cTaguu, Mpy YCIOBUM OJIaronpusiT-
HOIO MOJIEKYJIIPHO-TEHETUYECKOro IPOGUIsL OIyXOJIu
He Bceraa JOJDKHBI CTpaTU(ULIMPOBATHCS B 4-10 CTaauIo
u ntoaydyaTh nHTeHcuBHYIO [TXT. B MexxayHapomHo TuTe-
paType 00CYyxXIaeTcsi BOIPOC O IIEPECMOTPEe KPUTEPUEB
craguu 4S (pacuInpeHue 3TUX KPUTEPUEB C BBIACICHUEM

«atunmuyHoi hopmel» HbB 4S ctanumn) ¢ HE0OX0TMMOCTBIO
aHaJ13a Ha 0OJIbllIeM YKcie TTalueHToB [9].

BoiBoanl

TakuM o00pa3oM, HalM4yude AaTUIIMYHO JIOKAIU30-
BaHHBIX METACTa30B Y IAalIMEHTOB II€PBOI0O roja >KU3HU
npu orcyretBun MUBI-nonoxutenbHbIX oyaroB B KM
M KOCTSIX HE BO BCEX CJIydasix yXy/llaeT IIPOrHo3 3a0oJie-
BaHUs.

B HacTosiee BpeMst HEOOXOAUM MIEPECMOTpP KPUTEPU -
eB 4S craguu HB ¢ BhieneHreM ee «aTUMMMIHOM (hOPMBbI».

BoIsiBIeHMe aTUITMYHBIX METAcTa30B TpeOyeT o0si3a-
TeJIbHOTO pedepeHca BU3yalIM3allMi U KOJUIETMaJIbHOIO
MYJIBTUAMCLIUIUIMHAPHOIO 00CYXIeHMsI Ha YPOBHE HaLlM-
OHAJIbHBIX LIEHTPOB MJISI IPUHSATHUS PELICHUS] O TaKTUKE
BeICHUS JaHHBIX OOJbHBIX.

BaaromapHocTh

ABTOpBI BBIpaXKaloT IIYOOKYIO OJIaromapHOCTh COpY-
koBonuTensiMm Hemeukoit rpynmbel o usydyeHuio HbB
U COTPYIHMKAM YHMBEPCUTETCKON KIMHUKU I KenbHa
(Tepmanust) mpoeccopy T. Simon u moxropy B. Hero
3a MHOTOJIETHEE IUIOAOTBOPHOE COTPYIHUYECTBO U KOH-
CYJIBTATUBHYIO IIOMOIIlb, HAIIPABJICHHYIO Ha BBHIOOp TaK-
TUKU BeICHUSI AaLIMEHTKM, OIIMCAHHOM B CTAThE.
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