DOI: 10.24287/1726-1708-2020-19-4-133-142

FaHrnMoHenpoMa Kak cheHoMeH
nospeBaHus HeupobnacToMbl

C.b. babaxaHosa, [1.10. KauaHos, A.M. LLiepbakos, B.10. PowwmH, A.E. ipy#,
l0.H. Jlukaps, T.B. LLlamaHckas

®IBY «HaumoHarnbHbI MEANLIMHCKWIA MCCIIEA0BATENTbCKUI LIEHTP AETCKOM reMaTosiorum, OHKOIormm
u umMMyHosnorm uM. mutpus PorayeBa» MunsapaBa Poccum, Mocksa

FaHrnuoneipoMa (FH) aensieTcs 3penoi, anddepeHUMpPOBaHHOM OMyX0sbio Nepudpepuyeckoil
HepBHOM cucTeMbl. bonblmHeTBo MH passmBaloTca de novo, HO YacTb HOBOODPa3oBaHUI MOXKeT
NosIBNSATLCA B NPOLECcce neyvyeHnss Hu3koandepeHUMpoBaHHbIX MNn HeanddepeHUNpoBaHHbIX
onyxonei nepudpepruyeckoit HepBHoit cucTembl (HeiipobnacToma) unu B pesynbTaTe UxX CMOHTAHHOTO
co3peBaHuA. B cTaTbe npeacTtaBneHo onucaHue 3 KIMHUYECKUX CrlydyaeB CMOHTAHHOro U
MHAYUMPOBAHHOIO CO3peBaHus HepobnacToMbl (NepBUYHOI OMYXONW U MeTacTaTMYecKoro ouara) 4o
'H. MpencTaBneHHble AaHHble MOAYEPKMBAIOT BasKHOCTb MMCTONOMMYECKOW BeputuKaLmm AnmTenbHO
COXPaHSAIILLMXCA MM YBENUUYMBAIOLLMXCA B pasMepax o4aroB y NalMeHTOB C HenpobnacTomoii
rpynnbl HabniofeHnsa, YTO KPUTUYECKN MOXKET MOBMUATbL Ha TaKTUKY WX AallbHENLLEro BeLEHUS.
PoauTtenu panu cornacue Ha ucnonb3oBaHue MHOpMaLMK, B TOM uncne cpotorpacuin geten,
B HayYHbIX MCCINEenoBaHNnsaX U nybnukaumsx.
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Ganglioneuroma as the phenomenon of neuroblastoma maturation
S.B. Babakhanova, D.Yu. Kachanov, A.P. Shcherbakov, V.Yu. Roshchin, A.E. Druy, Yu.N. Likar, T.V. Shamanskaya

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology of Ministry of Healthcare
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Ganglioneuroma (GN) represents a mature, well-differentiated tumor arising from the sympathetic nervous system. Mostly
developing de novo, GN can appear during the treatment course of poorly differentiated or undifferentiated tumors of the
sympathetic nervous system, such as neuroblastoma, or as a result of their spontaneous maturation. In this article we report
three clinical cases of spontaneous and induced maturation of neuroblastoma (primary tumor and metastatic lesion) to GN.
Histological verification of long-lasting stable or progressing residual tumor mases in patients with neuroblastoma stratified to
the observation group plays a pivotal role as it may significantly affect the treatment course. The patients' parents gave their
consent to the use of their child's data, including photographs, for research purposes and in publications.
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MHTEPECHbIN U He [0 KOHLIA U3yYeHHbI npouecc. [laHHoe

KMeTOK-NpefLleCTBEHHUKOB CUMMaTUYECKOW
HEPBHOW CUCTEMbl M MO TUCTOMOrMYECKUM
XapaKTEPUCTMKAM OTHOCUTCA K CEMENCTBY MENKO-KpPYr-
NO-CUHEKeTouHbIX onyxoneit [1]. Kak npasuno, nog HB
MOHWMAIOT Lienyto rpynny onyxonewn nop obLimM Hassa-
HWEM «OMyXO0JIM CUMNATUYECKON HEPBHOW CUCTEMbI>.
HeiiporeHHble onyxonu (unm onyxonu cumna-
TUYECKOW HEpPBHOW CUCTEMbl) MpencTaensioT coboit
reTeporeHHylo rpynny kak AOBpOKayeCTBEHHbIX —
raHrnuoreipoMa (MH), Tak M 3noKaYeCcTBEHHbIX HOBO-
0bpa3oBaHuUi pas3fIMYHON TMCTONIOrMYECKON KapTWHbI
— HB u raHrnuoHeipobnactoma (FHB). TH MoskeT BbITh
KaK NepBUYHOW, Tak M BTOPWUYHOMN, pa3BMBLUEWCH B
npouecce NPoBeAeHUs XMMMoTepanuu naumeHTos ¢ HbB.
®eHomeH cospeBaHua Hb unu MHE B nobpokauve-
CTBEHHbI BapuaHT — ['H npencTtaenset coboi KpanHe
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COCTOSIHME MOMET 3aTparmBaTb He TOSIbKO NEPBUYHYIO
orMyxonb, HO U MeTacTaTuyeckune oyarn. 06 sToM Heob-
XOAMMO MOMHUTb MNPV BUMHAMUYECKOM HabnioaeHum
3a naumenTamu ¢ Hb unu M'HB, ocobeHHO oTHOCALLM-
Mucs K rpynne Habniofenus. Jlioboe nofospeHune Ha
nporpeccuio 3aboneBaHunsa y 3TUX NaLUMEHTOB AOJKHO
ObITb NOATBEPKAEHO B TOM YMCIE TUCTOSIOrNYECKUM
NCCrenoBaHneM.

B HacToswen paboTe npencTaBrieHO onMucaHue
3 KNMHUYECKMX CllyyaeB pas3BUTMSA BTOpuYHOM H Ha
dhoHe NPOBEAEHMsI XMMWOTepanuy 1 B npolecce aMHamm-
yeckoro HabniogeHus y naumeHToB ¢ HB rpynnbl Habnio-
OeHus.

Pooutenn panu cornacve Ha MCMonb3oBaHue
nHdopMmaumm, B ToM uucne dotorpadmin petei, B
HaYYHbIX NCCMEROBaHUAX U NybrnKaumsx.



KIIWHUYECKWUE HABJNIIOAEHUA

KITMHWYECKUM CITYYAM Nol

B Bo3pacTte 16 mecsaues B ®I'BY «HMUL OO um.
Omutpus Porauesa» MuHapgpaBa Poccun noctynuna
LeBOYKa B CBSA3U C BbISIBNEHHbIM 06beMHbIM 0Bpa3oBa-
HMeM B 3abpIOLLIMHHOM NPOCTPaHCTBeE.

C 11-mecsiuHoro BospacTa y pebeHka oTMeyanacb
3afepsKKa CTyna, NauneHTKa nonyvyana cuMNToMaTu-
yeckyio Tepanuio. [pn ynbTpa3ByKOBOM UCCNEAOBaHWUM
(Y3M) opraHoe 6piowHoi nonoctu (OBM) B Bo3pacTe
14 mecsaueB obHapyskeHo obpa3oBaHue, B CBSA3U C YeM
OeBOYKa bbina rocnutanusmMpoBaHa B CTauMoHap no
MECTY XUTeNbCTBa.

lpoBeneHHoe obcrenosaHne B o6beMe MynbTu-
Cnu1pasbHO KoMMbioTepHoi ToMorpadun (MCKT) OBl
NOLTBEPAMIIO HanMume B 3abpIOLLIMHHOM MPOCTPaHCTBE
napaBepTebparnbHO PacnooKeHHOr0, MPEUMYLLECTBEHHO
cnpasa, Ha ypoBHe Th12-14 MHOroysnoBOro MArkoTKaH-
Horo obpa3soBaHus, pasMepamn 33 x 38 x 57 mM. Obpa-
30BaHWE POCMO B CTOPOHY BOPOT NeYeHM, BMSIOTHYIO
NpUexano 1 CMeLLano Knepeav BOPOTHYIO BEHY, FOMOBKY
M YaCTUYHO TENO MOAXENYIOYHON Kemnesbl.

Mpu noctynnenun B ®IBY «HMUL OMON um.
Omutpusa PoraueBa» MuH3gpaBa Poccum B KIMMHUYECKOM
CMMNTOMaTUKe NPUCYTCTBOBaM Kanobbl Ha 3anopbl,
BecnokoncTBoO, HapyleHWe CHa, 3IMOUMOHAaNbHYIO
nabunbHocTb. BbinonHeHo poobcneposaHune, onpene-
NeHbl YPOBHWM OHKOMapKepOB KPOBW: HeipoHcneundmn-
ueckan eHonasa (HCE) — 83,83 (Hopma < 16,3) Hr/n,
hepputuH — 34,9 (Hopma 6—60) MKr/n, naktatoernopo-
reHasa (NAr) — 285 (Hopma < 350) En/n, anbdha-dhe-
TonpotenH — 8,87 wWr/mn (B npemenax Bo3pacTHOM

PucyHok 1

HOpMbl), BeTa-XOpPWOHWYECKUI TOHAAOTPOMUH —
1,20 (Hopma 0-3) MMER/m1.

B oueHKe BM3yanu3auMOHHbBIX LaHHbIX MCMOMb30-
Banacb cucTteMa onucaHus dpakTopos pucka (Image-
Defined Risk Factors, IDRF), npumensiemMasi EBponeiickoit
rpynnoit no mayuenuio HB (International Society of
Paediatric Oncology Europe Neuroblastoma, SIOPEN)
[2, 3]. Yek-nucT IDRF ocHOBaH Ha OLEHKe B3aMMOCBS3N
OMyXONN C OKPYXaloLLUMMN aHaTOMUYECKUMU CTPYKTY-
pamu.

Mo paHHbiM MCKT OBIl ¢ IDRF B puHamuke oT
npeablayLwero MCCrnefoBaHMa OTMeYanocb yBenu-
YyeHne pa3MepoB OMyxoneBoro obpasoBaHusa 3abpio-
LUMHHOIO NpoCTpaHCTBa Ha 12%, onucaHbl cnepyoLme
IDRF: F1 (onyxomnb MHGMALTPUPYET BOPOTHYIO BEHY WL
renatomyofeHanbHylo cBasky), F2 (onyxonb uHdmnb-
TpupyeT B cebs BETBM BepxHel BpbixxeeuHon apTepumn
KopHs Bpbikeiikn), F3 (onyxornb nHdunbTpupyet B cebs
UPEBHbIA CTBOM M/WNK CTBOM BepxHei BpbieeyHO
apTtepwuu), F4 (onyxonb, MHGUILTPUPYIOLLAA OHY UMK
obe noyeyHble HOKKM), H5 (omyxonb MHpUALTPUPYET
NomKenynouHyio skenesy) (pucyHok 1). To faHHbIM CLUMH-
TUrpachum ¢ MetanonbeHsunryaHMEMHOM, MeUYeHHbIM 12|
(123I-MWBl), oTMeuanoch NOKanbHOE HaKoMmeHue
paouochapMnpenapata (P®I) B nepsuuHoit onyxonu. Mo
pesynbTaTaM KOCTHOMO3rosom nyHKumuu (KMM) v Tpena-
HoBMONCMKM faHHbIX 3a MeTacTaTUYeCKOoe MopaskeHue
KOCTHOI0 MO3ra He BbISIBIEHO.

Takum obpa3om, Ha OCHOBaHMM BO3pacTa MaUMEHTKY,
aHaTOMWUYECKOMN FTOKanM3aLmMm Onyxosnu, BaHHbIX CLMHTU-
rpachum ¢ 2I-MVEBT MoxHO BbINo 3anofo3puTh Hannune
obbeMHoro obpasoBaHusa HelporeHHown npuponbl. B
Lenax rucToniorMyeckon BepuduKauuu, yuuTbiBas

MCKT OBI1, akcunnsapHas npoekuus, BeHo3Has ha3a ckaHupoBaHus. 0bbeMHoe 0bpa3oBaHWe 3abpIOLLIMHHOMO
MPOCTPaHCTBa CrpaBa, PaBHOMEPHO HaKanmuBaloLLee KOHTPaCcTHbIN npenapat. CTpenkaMu ykasaHbl (DakTopbl pucka
(IDRF): F1 — uHdunbTpaumsa BopoT neveHn, F3 — BoBneueHne BepxHen BpbixeeuHon aptepuu, F4 — nHBasusa noveu-

HbIX HOXXEK

Figure 1
Multislice computed tomography of the abdominal cavity organs, the axillary projection, venous phase scanning. A space-
occupying mass of the retroperitoneum on the right showing uniform enhancement. The arrows indicate risk factors (IDRF):
F1 - infiltration of the porta hepatis, F3 — superior mesenteric artery involvement, F4 — invasion of the renal pedicles
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Hannume d)aKTOPOB pPUCKa NpW BU3yanu3auuu, oT pagu-
KanbHOr0 ONepaTUBHOIO BMeLLATeNIbCTBa NPUHATO OTKa-
3aTbCA B NOMb3y npoeefeHus buoncum obpasosaHus.
McTonornyeckas KapTuHa cooTBeTcTBOBana andde-
peHumpyioLLiencst Hb, BenHbIn CTPOMOI BapuaHT € HU3KUM
nHOekcoM MuTos-kapuopekcuc (MKU) (pucyHok 2).
Mo paHHBIM LUTOreHEeTUYECKOro UCCef0BaHNS TKaHu
OMNyXxonuM MeToLoM (hNyOpecLeHTHON rmbpuamnsaumm
in situ (FISH) amMnnndpukaumv reHa MYCN, aeneumii 1p n
11q He oBHapyeHo.

Takvm 06pa3oM, yCTaHOBMEH KIIMHUYECKUA INarHo3:
omdbcpepeHumpyowasnca Hb 3abpiolMHHOro NpocTpaH-
cTBa cnpasa, 3-a cTtagma no INSS (International
Neuroblastoma Staging System), ctagus L2 no INRGSS
(International Neuroblastoma Risk Group Staging
System). C y4yeTOM MOJIEKYNSPHO-TEHETUYECKOrO
npochunna onyxonu naumeHTKa cTpatuduumMpoBaHa B
rpynny HabniopeHus B paMkax MOAM(ULMPOBAHHOMO
npoTtokona NB-2004.

YunTbiBas CrOXHOE aHaTOMWYecKkoe pacnono-
KEHWE, MHDUMBbTPALMIO OMYXOMbio FONOBKA MOAKeNy-
OOYHOW YKenesbl, UTO PACLIEHEHO KaK JKU3HEYrpoxaioLLee
coctosiHue (MKYC), Bbino NpUHATO pelleHve O Havane
nporpamMHomn Tepanuum no npotokony NB-2004 B pamkax
rpynnbl Habniopexns (cxema N4).

MiccnepnosaHue, npoBefeHHoOe Mocre 2 Kypcos
nonuxmummotepanuu (MXT) no cxeme N4 (nokcopybuumH,
BMHKPUCTUH, LMKodochaMui), nokasano CoKpaLleHue
pa3MepoB onyxonu Ha 25%, ynyJwenune obuiero camo-
YyBCTBMS M HOpPManu3aumio cTyna. PebeHok ocTaeneH
Mofd AMHaMUYeCKUM HabrogeHneM.

lMpu KoHTponbHOM obcnenoBanun yepes 8 mec oT
MoMeHTa Havana MXT no paHHbiM MCKT OBl otMeueHo
yBenuyeHue pasmepos obpasoBaHua Ha 53% c coxpa-
HeHMEM (DaKTOPOB PUCKa, B KIIMHUYECKOM cTaTyce
nosiBunmnch xanobbl Ha 3anopel. [lpoeeaeHHoe goobene-
[oBaHWe B 06beMe MarHWTHO-PE30HaHCHON TOMorpadhum
(MPT) OB v Marnoro Tasa C KOHTPACTHLIM YCUIEHMUEM,
cuMHTUrpachum ¢ 23-MUBI, KMI, TpenaHobuoncuu
nokasano oTpuuUaTeNbHYI0 AMHAMWKY, YBenu4yeHue
pa3MepoB onyxonesoro obpasoBaHust Ha 25%, BaHHbIX
3a OoTHaneHHble MeTacTasbl He nonyyeHo. CocTosHMe
pacLEHEHO Kak JIoKanbHasi Mporpeccus.

YuuTbiBas CMOMKHOCTb aHaTOMWYECKOro pacroso-
JKEHUA OMyXOSIM, COXPaHEHWEe BbILLENEPEeUNCEHHbIX
haKTOpOB pUCKa MO [aHHbIM BW3yanusauuu, BbINos-
HEHWE pafMKaNbHOro OnepaTMBHOIO BMeLLATeNbCTBa
Bb1710 HEBO3MOXHbBIM. B CBA3W C YeM MPUHATO peLueHne o
MpoBefeHUM NOBTOPHOM Buoncuy obpa3oBaHns B LENx
rucTonormyeckon Bepudomkaumu. 'mctonorunyeckas
KapTWHa cooTBeTcTBOBasa BTOpuYHOM [H. 3nemeHToB C
HE3Penon Unu aTunuMyHon Mopdonormein He 0BHapPYKEHO
(pucyrok 3).

TakuM 0bpasoM, yunTbiBas «Ao3peBaHue> 3roKaye-
CTBEHHOW OMyxonu B LOBpokayecTBeHHYIO, NPOBEAeHNe
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PucyHok 2
LndpcpepeHumpyioasca Hb (okpacka reMaToKCUIIMHOM
1 303uHOM, x 200). Onyxosib COCTOUT U3 CONMAHBIX CKO-
MAEHWA KPYMHbIX KIETOK C KPYMHbIMW AapaMu ¢ Men-
KOAMCNEepPCHbIM XPOMaTMHOM. BCTpeyaloTcs anemMeHTbl

C HU3KUM U CpefHM AaepHO-LUMTONNasMaTuyecknum
cooTHoLleHneM (andpdpepeHumnpytoLmMecs HeitpobnacTsi
yKasaHbl CTpernkaMu). Bce KNeTkM oKpyskeHbl Helponu-
neMm

Figure 2

Differentiating neuroblastoma (hematoxylin and eosin
staining, x 200). The tumor is composed of solid clusters of
large cells with large nuclei with finely divided chromatin.
The elements with a low and moderate nuclear/cytoplasmic
ratio are observed (the arrows indicate differentiating
neuroblasts). All cells are surrounded by neuropil
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PucyHok 3
H (oKkpacka reMaToKCUIIMHOM W 303uHOM, x 100).
Onyxofib COCTOUT U3 YMEPEHHO-KMETOYHOW BepeTeHo-
KINEeTOYHOM LLIBAHHOBCKOMN CTPOMbI ¢ AMdbdpy3Ho pacmno-
NOMEHHBIMU B HEll FaHMMMO3HBIMU KNneTKaMu (yKasaHbl
cTpenkamm)

Figure 3

Ganglioneuroma (hematoxylin and eosin staining, x 100).
The tumor consists of spindle cell Schwannian stroma with
moderate cellularity with diffusely distributed ganglion cells
(as indicated by the arrows)
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KIIWHUYECKWUE HABNNIOAEHUA

PucyHok 4

MCKT OBI1, akcunnapHas npoekuus, BeHo3Hast dpasa
CKaHupoBaHus. 0bbeMHoe 0bpa3oBaHWe NpaBov fOMK
NeyeHun, akTUBHO HaKamnmnMBaloLLlee KOHTPACTHbIV npe-
napat (ykasaHo cTpenkoi)

Figure 4

Multislice computed tomography of the abdominal cavity
organs, the axillary projection, venous phase scanning. A
space-occupying mass of the right lobe of the liver showing
active enhancement (as indicated by the arrow)

PucyHok 5 .

CumHturpacpus c 21-MUBI". B npoekumu npasoi fonu
neuyeHu onpepensieTcsa ovar runepdukcaumm POl
(ykasaHo cTpernKkoit)

Figure 5

123|-metaiodobenzylguanidine (MIBG) scintigraphy. In the
projection of the right lobe of the liver, there is a focus of
increased MIBG uptake (as indicated by the arrow)

XMMUOTEPanuU He NokasaHo. [pUHATO peLleHne Npoaos-
XWUTb AMHaMMueckoe HabnogeHue. B HacTosLee BpeMs
onuTenbHocTb HabniopeHua cocTtasnseT 24 Mmec. [lo
LaHHbIM KoHTponbHon MCKT OBIT panbHewwwero ysenu-
yeHus pa3mMepoB 0Bpa30BaHNsA HE OTMEYEHO.

KITMHUYECKUM CITYYAMN No2

Y 0eBoYKM Ha 3-1 OeHb 13HWM Nno gaHHbIM Y3 0BT
obHapyeHo obpasoBaHue 3abpIOLLIMHHOIO NPOCTpaH-
cTBa cnesa. [10 gaHHbIM NpoBefeHHOro foobcrnenoBaHms
(MCKT OBM) noaTteepskaeHO Hanuume obpasoBaHus
NEeBOro HaanoyeyHuka, obbemom 116 mMn ¢ dpakTopamm
pUCKa Mo AaHHbIM BU3yanusaumm (F4 — onyxonb Bosne-
KaeT B cebsl /1eBYI0 NOYEUHYIO HOKKY), a TaKsKe BbisB-
NeHbl MHOKECTBEHHbIE OYarn B NapeHxuMe neyeHun oT
2 po 13 mMm.

B uenax rucrtomoruyeckon Bepudmkauuun B
Bo3pacTe 3 Hepenb pebeHKy BbIMOSTHEeHb! JlanapocKonu-
yeckasi afpeHanakTomus crnesa, buoncus oyara nesow
[OMU neuyeHn. MUCToMornyeckas KaptuHa (nepeuuHas
OMyXonb ¥ MeTacTas) CooTBeTCTBOBasa Huskoamdde-
peHumpoBaHHo HB. LiuToreHeTnyeckum nccnenoBaHnem
MeTonoM FISH amnnudomnkaumm rena MYCN, neneuni 1p,
11q He BbisiBMeHO. [py Mopdhonornyeckom mccneno-
BaHWM KOCTHOIO MO3ra aTUMUYHbBIX KIETOK He obHapy-
EHO.

Takum 0BpasoM, yuuTbiBas KIMHUKO-PEHTFEHONO-
rMyeckne faHHble, pe3ynbTaThl LUTOreHEeTUYECKOro
M MOppOMOrnMYeckoro mccrenoBaHui, peberky bbin
yCTaHoBMeH avarHo3: Hb neBoro HagnoyeuHuka, 4S
ctapus no INSS, MS ctagusa no INRGSS. PebeHok cTpa-
TudpmumpoBaH B rpynny HabniogeHus No NpPoToKony
NB-2004 »n ocTtaBneH nopa AuHamuyeckum Habnoge-
HueM. B npouecce HabniogeHWst 0TMeYancsa HeKOTOpbIv
pOCT eMHWYHbIX oYaroB B neveHu. B Bo3pacTe 1 roga
Mo [aHHbIM KOHTpoOnbHoro obcnepgoBaHus perpecca
MeTacTaTMYeCKUX O4YaroB B MEYEHU HE OTMEYEHO
(pucyrok 4).

BbinonHeHHas cumHTMrpacbus ¢ 123-MUBI nokasana
naTonoruyeckoe Hakonnenvwe POl B ouarax B neyeHu
(pucyrok 5).

B cBsisan ¢ HannuveM ovara bofbluMx pa3MepoB B
MeyeHW B LENAX onpepeneHns panbHenwen TakTUKK
neveHusi pebeHky BbinonHeHa buoncums. Muctonoruue-
CKasA KapTuHa cooTBeTcTBoBana [H. Mo pesynbTaTtam
NpoBeAeHHOro foobcnefoBaHna APYrux OTAANEHHbIX
04YaroB MeTacTasMpoBaHWSA He BbISIBIEHO. YuWTbiBas
pobpoKaueCTBEHHbIV XapakTep Haubonee KpymnHoro
oyYara neyeHu, OTCYTCTBME JaHHbIX 32 MeTacTaTUYECKME
oyaru B Opyrux permoHax, pebeHok ocTaBfieH Mof AnHa-
MWUYECKMM HabniogeHneM.

B HacTosLUMIA MOMEHT ONMTENbHOCTb AUHaMUYe-
ckoro HabrniopeHusa coctaBnset 41 mec. PebeHok xuB
6e3 npm3HakoB peuuanBa 3aboneBaHus.
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KITMHWYECKUM CITYYAN No3

3abonesaHune y OeBOYKM MaHuecTMpoBano B
Bo3pacTe 1,5 roga c XupKoro cTyna, HapacTawoLlen
cnabocTu, BAnocTu. PebeHok nonyyan cumnTomaTuue-
CKYIO TEpanuio C KpaTKOBPEMEHHbIM MOMOKUTENbHBIM
adbdpekToM. [penBapuTenbHble narHo3bl 3ByYanu Kak
CUHLPOM Masnbabcopbuuu, ancaxapuaHas HeLoCTaTouy-
HOCTb, NTaKTasHasa HefoCcTaTouYHOCTb. CocTosHMe pebeHka
YXyALWanock. 10 9KCTPEHHbIM MOKa3aHWAM NauMeHTKa
Bbinma rocnuTanu3MpoBaHa B peaHNMaLMOHHOE OThe-
NTEHME C BbIPAKEHHBIMW 3M1EKTPONTUTHBIMU HAPYLUEHUAMM
(rMnokanvemws), aCTEHNYECKUM CUHLPOMOM.

Mo naHHbIM MCKT opraHos rpyaHoi Knetku (OFK) u
OBl BbisBNeHo obbeMHoe obpa3oBaHue 3anHero cpeno-
CTEHWs C pacnpocTpaHeHneM B 3abpioLLMHHOE MPOCTPaH-
CTBO, pa3Mepamu 74 x 38 x 97 mM.

B uenax yTouHeHus auarHosa BbiMonHeHa buoncus
0bpa3oBaHusi, rMcToforMyeckasn KapTHa COOTBETCTBO-
Bana HuskogudchepeHumpoBaHHon Hb ¢ Hu3kum MKW,

B uensx onpepeneHua panbHeWlen TaKTUKK
neyenusa pebeHok rocnutanusuposaH 8 HMUL, OIOU
uMm. [OmMutpus Porauvea. [poBefeHO KOMMEKCHOe
obcnepoBaHve B obbeMe nabopaTopHbIX NokasaTtenew
(yposeHb HCE — 55,7 (Hopma < 16,3) wr/mn, 1A —
283 (HopMa < 350) En/n, depputun — 10 (HopMma 6—
60) Mkr/n), uHcTpyMeHTanbHbIX MeTopos (Y3W OB,
MCKT OrK, OBl »n mManoro tasa C BHYTPUBEHHbIM
KOHTPaCTHbIM ycuneHnneMm, MPT ronoBHOro mMosra c
BHYTPUBEHHbIM KOHTPACTHbIM ycuneHueM), mMopdo-
NOMMYECKOr0 UCCNEefoBaHNs KOCTHOro mMoara (KM us
4 ToueK), pPaaMon30TONHONM AMarHOCTUKM (CUMHTUrpadoum
¢ 13-MIBI), no faHHbIM KOTOPOro BbisBNeHo MBI -no-
3UTMBHOE HOBOOOpPa3oBaHWe 3afHEro CpefoCTeHus C
pacnpocTpaHeHneM B 3abploLMHHOE MPOCTPAHCTBO,
6e3 ybeamTenbHbIX AaHHbIX 3@ OTAANEHHbIE 0Yarn MeTa-
CTa3nWpoBaHuUA, C MHTPaKaHasbHbIM PacNpPOCTPaHEHWEM
OMyXOSin Yepes MEeKMNO3BOHKOBble 0TBepcTUs Th9-12
cnpaBsa, C NepeKkpbITUEM MOMEepPeYHUKa NO3BOHOYHOMO
KaHana Ha 30% (pucyHok 6).

[napenHobin cuHapoM bbin pacueHeH Kak napa-
HeonnacTUyeckuin. N1oaToMy MepBbIM 3TaNOM PeLUeHo
BbIMOSIHWUTL OMepaTUBHOE BMeLlaTenbCcTBO B 0bbeMe
nanapoToMuu, yAafeHus onyxonu 3abplowmnHHOro
MPOCTPaHCTBa M 3aJiHero CpefocTeHns cnpasa bonee
yeM Ha 98%.

CormacHo AaHHbIM FUCTONOrMYECKOr0 Y UMMYHOM -
CTOXMMUYECKOr0 UCCIIEA0BAHNI TKaHW OMyX0fn Bepu-
dhmumpoBaHa Hu3koanddepeHumpoBaHHas HB, boraTbii
CTpoMoM BapuaHT ¢ H13kuM MKU. Mo pesynbtaTtam umTo-
reHeTUYeCKoro UccrnefoBaHna aMmnnngurKaumm reqa
MYCN, peneumn 1p n 11q He BbIsiBNEHO.

TakuM 06pa3oM, yCTaHOBIEH AMArHO3: HU3Koand-
depeHumnpoBaHHas Hb 3agHero cpefnocTteHus cnpaea
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C pacnpocTpaHeHueM B 3abpiOLLMHHOE NMPOCTPaHCTBO,
C MHTpaKaHasbHbIM pacnpoCTPaHEHNEM Yepe3 MeKMo-
3BOHKOBble 0TBepcTUA Th9—12, c nepekpbITMEM none-
peyHMKa NMo3BOHOYHOro KaHana Ha 30%, 2-1 cTagwma
no INSS, L2 no INRGSS. Amnnudmkaumm resa MYCN,
neneumnii 1p n 11q He BbissBNeHo. ['pynna HabrniopeHus
B paMkax npoTokofia NB-2004. MapaHeonnacTuueckui
CMHIPOM — CeKpeTopHas auapes.

YynTblBas Hanuuve anupoypasbHOM Komnpeccuu,
B LieNIAX YMEHbLUEHUA UHTPaKaHanbHOrO KOMMOHEHTa
onyxonu pebeHky B pamkax npotokona NB-2004 gns
rpynnbl HabniogeHWs NPoBeAeHo 3 Kypca XMMUoTepanum
no cxeme N4.

Mo maHHbIM KOHTpOnbHOro obcnenosaHua (MPT
NO3BOHOYHMKA) OTMEUEHO yMeHblueHWe napasepTe-
BpanbHOro 1 MHTpPaKaHanbHOro0 KOMMNOHEHTOB OMyXOny.
PebeHok ocTaBneH noa AMHaMMYECKUM HabnioaeHneM.

B npouecce pmHamnyeckoro HabmiogeHus yepes
5 Mec no AaHHbIM MPT No3BOHOYHWKa OTMeYeHa oTpu-
uaTenbHas OMHaAMUKa B BUOE YBENIMYEHUS Pa3MepOB
onyxonesoro obpasoBaHusi B napaBepTebpanbHbix
MAMKUX TKaHAX crpaBa Ha ypoeHe Th9-12 (¢ 14 po
32 cM®, 129%), BHYTpUKaHAMbHOrO 3KCTPaaypanbHoOro
KOMMOHEHTa, PacrnosfloXeHHOro B cerMeHte Th9-12
(c 1,5 po 3,5 cm?, 130%), M cTeHOo3a MO3BOHOUHOMO
kaHana go 50-69% (6bino Ha 30-40%) (pucyHok 7).
NHTepecHbIM nNpencTaBnsncs dpakt, yto obpasoBaHue
He Hakannueano PO npu npoBeaeHun cumMHTUrpadhmm
¢ 12I-MIBI, xoTs B neblote 3abonieBaHNs onyxonb Bbina
MIABI-N03MTUBHON.

PucyHok 6

MCKT OI'K, OBl v 3abptolUnHHOro NpoCTPaHCTBa,
aKcMhanbHas NpoeKkUms, apTepuanbHas pasa CKaHWpo-
BaHuA. 06beMHOe 0bpasoBaHKne 3afHero cpefocTeHuns
C pacnpocTpaHeHneM B 3abpIOLLIMHHOE NPOCTPAHCTBO C
MHBa3uewn N03BOHOYHOro kaHana MeHee 30%, onadopar-
Mbl M UHPUNbTPALIMEN MATKUX TKAHEN CMnHbI

Figure 6

Multislice computed tomography of the thoracic organs,

the abdominal cavity organs and the retroperitoneum,

the axillary projection, arterial phase scanning. A space-
occupying mass of the posterior mediastinum extending into
the retroperitoneum, invading the spinal canal (involvement
of less than 30%) and the diaphragm, and infiltrating the
soft tissues of the back
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KIIWHUYECKWUE HABNNIOAEHUA

B HeBpofiornyeckoMm cratyce O0TMeyvanocb Mnosis-
NEHME MbILLEYHOr0 TOHYCa B AUCTAsbHbIX OTAENAaX MbILLIL
Kak CMMMNTOMAaTUKN HapacTaHWs KOMMPECCUM CMUHHOTO
Mosra.

YunTbiBas NOSBMEHWE KIMHWYECKOW CuMMNnTOMa-
TUKM 3NMAypanbHOM KOMNPeccum, nepsbiM 3Tanom Beino
BbIMOJSIHEHO OMepaTUBHOE BMeLLaTefbCcTBO B 0bbeme
y#aneHus onyxonm cnuHHoro Moara Th9-11 ¢ Henpodom-
3KOMOrMYECKUM MOHUTOPKHIOM. 1o pesynbTaTaM rucTo-
NOrnYecKoro UCCnenoBaHna KapThHa COOTBETCTBOBaNa
MH.

Taknm 0bpasoM, yunTbiBas pesynbTaT FrMCTONoru-
YECKOr0 MCCIefoBaHNs, a UMEHHO [OBPOKaYeCTBEHHbIN
XapaKTep OMyxo/1, BTOPbIM 3TarnoM BbIMOSIHEHO Onepa-
TUBHOE BMeLLAaTeNbCTBO, HaNpaBMeHHOE Ha yoaneHue
napaeepTebpanbHOro KoMNoHeHTa. B npepenax uccne-
AOBaHHOro MaTtepuana BbisiBreHa Mopdiofornyeckas
kapTuHa H.

YuntbiBas peHOMEH «CO3peBaHUsa» Onyxosnu,
npoBefeHune crneundrmyeckon xumMmoTepanuu Heuene-
coobpasHo. lNaumeHTKa ocTaBneHa Noa AMHAMUYECKNM
HabrioaeHneM, ANUTENbHOCTb KOTOPOro COCTaBnsAeT
18 mec 6e3 nporpeccuu onyxonu.

Takum obpas3oMm, nNpencTaBneHHble KITMHUYECKMe
cnyvaun Nel n Ne3 npopnemMoHCTpupoBanu, Yto y nauu-
eHToB ¢ HB rpynnbl HabnogeHwa nocne 3aBepLUeHuUs
xumuoTepanuu no nosofy KYC oTMeueHo ysenuueHune
B pa3Mepax 0CTaTOYHOM OMyXOnu, Ha NepBoOM 3Tane
370 Morno bbITb pacueHeHo Kak nporpeccusi 3abone-
BaHusi 1 Be3 rucronoruyeckon Bepudhmkaumm yeenu-

PucyHok 7

MCKT OI'K, OBl v 3abptolLnMHHOrO NPOCTPaHCTBa,
aKcuarsbHasi NMpoeKUms, apTepuanbHas asa CKaHMpo-
BaHusA. O6beMHoe 0bpa3oBaHWe 3agHero cpefocTeHns
C pacnpocTpaHeHneM B 3abpIoLLIMHHOE NPOCTPAHCTBO C
MHBa3ue N03BOHOYHOrO KaHana bonee 60%, onadppar-
Mbl U MHCOUMbTPALMEN MAMKUX TKAHEeN CNnHbI

Figure 7

Multislice computed tomography of the thoracic organs,

the abdominal cavity organs and the retroperitoneum,

the axillary projection, arterial phase scanning. A space-
occupying mass of the posterior mediastinum extending into
the retroperitoneum, invading the spinal canal (involvement
of more than 60%) and the diaphragm, and infiltrating the
soft tissues of the back

UMBLLIErOCH OCTAaTOYHOIrO KOMMOHEHTa OMyXxonu 6onbHble
Mornm nonyuntb MXT, koTopas He npusena Bbl K Nono-
MUTENbHOW AMHaMuke. Y nauneHTku Ned Takxe Bbino
OTMEYEHO He TOJIbKO yBennMYeHne 0CTaTOYHOro napa-
BepTebpanbHOro, HO M MHTPAKaHanbHOr0 KOMMOHEHTa
OMyXOfN C Pa3BMTUEM HEBPOSIOrMYECKON CUMMTOMATUKM.
Mo3ToMy B faHHOM cryyae Bblbop B MOMb3y HEMpOXMpyp-
rMYecKoro BMEeLLaTENbCTBA Ha NEPBOM 3Tarne He TOMNbKO
MO3BOSWN IMCTONOrMYeCckU BepudnLMpoBaTb KOMMOHEHT
Onyxo/n, CAaBNMBAIOLLMIA CIMHHOW MO3I, HO U HOCUN
TepaneBTUYECKUIA XapaKTep, Tak Kak OCHOBHbIM METOAOM
nevenuns [H aBnseTca xupypruyeckoe BMeLLATENbCTBO
n nposepeHve MNXT B faHHOM Cryyae MOrno NpuBecTu
TOSIbKO K YCYryBreHuio KINMHUYeCKon KapTuHbl. Kpome
TOro, YETKO CTasl 0YeBMOHbIM BbIBOP XMPYPruyeckom
TaKTUKN B OTHOLLEHWW NapaBepTebpasibHOro KOMMoHeHTa
onyxosnmu.

Knunnyeckuin cnyyan Noe2 uHTEpeceH He TOSbKO
TEM, YTO NPOM30LLIIO CMOHTAHHOE «[03PEBaHNE> HU3KO-
omdbcheperumpoBaHHoi Hb 6e3 nposeneHus MXT uepes
HECKOJIbKO MECALIEB MOCIE MNOCTAHOBKM AMarHo3a, HO U
TEM, UTO [laHHbIN heHOMEH MpUCYTCTBOBaN B MeTacTa-
TMYECKOM ouvare, fIOKann3oBaHHOM B MeYeHu. [laHHbIR
MeTacTaTUyeckui ovar Bbil [OCTAaTOUYHO KPYMHbIX
pa3MepoB MpW NPOBEAEHNN BU3yanM3aLMOHHbIX METOA0B
uccnenosanua (Y3, MPT) u Hakannusan P®M npu
BbINOMHEHUN CLMHTUrPachim ¢ 2231-MIABT (pucyHku 4 u 5).
TakMe peHTreHoornyecKne XxapakTepucTuKin Mornu
HaTOMKHYTb Ha Mbicnb 0 npoBefeHun MNXT Ha nepBoM
3Tarne v TOMNbKO AJIMTENIbHO COXPAHAIOLLMIACS CTabUbHbIX
pasMmepoB ouar, otcyTcTBue KYC y paHnHoro 6osb-
HOro, 3HaHWe 0CcOBEHHOCTeW MOBEeLEHUA HEMPOreHHbIX
onyxoneit (HB) — dpeHoMeH «03peBaHus>, ykasblsanu
Ha Ba)XHOCTb BbIMNOSIHEHNA FMCTONOMMYECKOro nuccne-
LOBaHUsS nepen NMpPUHATUEM peLUeHUst 0 farnbHenLwewn
TaKTVKe BeLeHWS.

OB30P JIUTEPATYPbI

Onyxonu nepudeprnyeckoin HEpPBHON CUCTEMbI Y
LeTel NpeacTaBnsioT coboi reTeporeHHylo rpynny Kak
[0BpOKAYeCTBEHHbIX, TaK U 3110KAYECTBEHHbIX 0bpa-
30BaHui. MaToMopdionorna 3TUX Oonyxosen ABNSeTCs
Ba¥HbIM NPOrHOCTUYECKMM doakTopoM. CornacHo Knac-
cudpmkaummn Shimada, MognduumposaHHon MeskayHa-
POAHLIM KoMUTETOM Mo natonorum HB (International
Neuroblastoma Pathology Committee, INPC), Bbinensiot
4 rucToNoOrMYeckux NOATHUMNA HeporeHHbIx onyxonei: Hb
(pasnuuHoit ctenequ andpdpeperumposkm), THE yanosas,
"HB cMewwaHHas v MH (cospesaioLan u 3penas) [4, 5].

Mopdonornyeckuin guarHos H Bcerpa 6bin
CINOMHbIM, B OCOBEHHOCTM M3-3a ero He3HaunTesIbHOro
otrnumsa ot [HB. MNocne BHeapeHWs MexaoyHapoLHOM
knaccudomkaumm INPC B 1999 r. ructonornyeckas xapak-
TepucTtuka 'H ctana bonee onpenenenHor. CornacHo
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aTon knaccdwmkaumu, M'H rucTonormueckun npencras-
feHa 3penon LWBAHHOBCKOWM CTPOMOM C HE3HAYMTENbHBIM
KOMMOHEHTOM B BUAE PACCESAHHbIX MaHITIMO3HbIX KIETOK.
B cBoio ouepenb, HB xapakTepusyetcs uetko onpe-
LENeHHbIMU CKOMMEeHnAMKU HenpobnacToB Ha pasHbIX
cTaguax anddepeHUNPOBKU, C MEHEE BblPaXKEHHOM
LLIBAHHOBCKOI CTPOMO/A [6].

Makpockonuuecku ['H MOXET BbIrSAETb Kak OMyXorb
MIIOTHOM KOHCUCTEHLMM, He MMEIOLLIas Kancysbl, Ha cpese —
cepo-benas, 6e3 oyaroB Hekposa WM KPOBOWU3MUSHUN.
Mwukpockonuyeckn 'H npenctasneHa Henpodmbpomo-
nopobHOM TKaHblO, COCTOSALLIEN M3 LLBAHHOBCKUX KIETOK,
MMeIoLWMX CKYQHYI0 BepeTeHoobpasHyio uuTonnasmy,
BOJSTHUCTble TEMHbIE fiApa M Menkue AAPbILLKK, Cpeau
KOTOPbIX MPOCMAaTPUBAIOTCSA raHIMO3HbIe KNeTku [7].

[ToMWMMO rMCTONOrMYECKOro BapuaHTa npu Hempo-
FeHHbIX OMyxonsx Hanbonee 3HaYMMbIMKU Mapkepamu,
onpenensioLMMmN NporHos, ABnsioTcs ctatyc reHa MYCN,
Leneuus uim noTeps reTeposnroTHOCTH B NloKycax 1p
n 11q, unpekc MKW, cteneHb nnovaHoctn IHK onyxo-
NEBbIX KMETOK, @ TaKXe ONpPefesieHne 3KCNpeccun paaa
PeLenTopoB, OAHUM M3 KOTOPbIX ABNAIOTCA peLenTopsbl
K ¢pakTOpaM pocTa BereTtaTMBHOW HEPBHOW CUCTEMbI
(Trk-peuenTopbi).

Trk-peuenTopbl HEMPOTPOhMHOB, Takne Kak TrkA
(ren NTRK1), TrkB (ren NTRK2) un TrkC (ren NTRK3),
WrpaioT BaHYI0 PoSib B Pa3BUTUM NepUepuyecKon un
LleHTpasbHOM HepBHOW cucTeMbl 1 B naToreHese HE [8, 9].

Bbicokasa akcnpeccusi peuentopoB TrkA cBsidaHa
¢ BbnaronpusiTHbIMM xapakTepuctukamu HbB: Bonee
MOSI0fbIM BO3PacTOM, HU3KOW 4YacTOTOW BCTpevae-
MOCTU HebNaronpuATHbIX LMTOreHETUYECKNX MapKepoB
(HanpuMep, oTcyTcTBME aMnnudmKkaumm reda MYCN),
NoKanbHbIMK CTagMAaMKU 3ab0neBaHnsA 1, Kak CreacTsue,
Bonee GnaronpuaTHbIM nporHosom [10, 11]. HanpoTue,
koakcnpeccusa TrkB coBmecTHo ¢ nuraHgom BDNF
(Brain-Derived Neurotropic Factor) xapaktepusyeTt
MPOrHoCcTMYecku HebnaronpusaTHole dpopmbl HB, B YacT-
HOCTW ONyX0nu ¢ Hanuumem amnnundnkaumm reda MYCN.

MokasaHo, uTo cynbba onyxonen, akchnpeccupy-
towwmx TrkA, 3aBUCUT OT NPUCYTCTBUS B MUKPOOKPYKEHUN
dhakTopa pocTa Hepsoe (Nerve Growth Factor — NGF),
ABMAIOLLEroCcs NMMraHaoM JaHHOro peuenTopa. B npucyT-
ctBum NGF npoucxoout HerpoHanbHas andddepeHum-
POBKa KIIeTOK, TOrga Kak ero oTcyTCTBME 3amnyckaeT
MEexaHW3Mbl anonTosa.

TakunMm 0bpasoM, Hanunume B onyxonu TrkA cnocob-
CTBYeT ee BO3MOXHOM AudpepeHLMpOoBKe, 4TO
CBMOETENbCTBYET B MOMb3y BbICOKOW BEPOATHOCTM
bnaronpusTHoro ucxoga. B cBolo ouyepepdb, Hanuune
TrkB roBopuT 0 6ECKOHTPOSILHOM AEeNeHnn 1 NogyYeprn-
BAET CKITOHHOCTb K arpeccuBHOMY TeueHuio. ['H o06bluHo
MMEIOT BbIPaMeHHYI0 akcnpeccuio TrkA, No3ToMy OHM
0COBEHHO CKITOHHbI K AnddhepeHLMPOBKE B MPUCYTCTBUM
NGF.
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B HacTosLlee BpeMs CyLLUECTBYIOT MOHATUA FEHETU-
Yyeckun n buonornyeckn «bnaronpusaTHele» U «Hebnaro-
NPUSITHbIE» OMYyXONW, NPEACKa3bIBalOLLME KIIMHUYECKYIO
KapTuHy TeuyeHus 3abonesaHus. Onyxonu ¢ cerMeH-
TapHbiMK abeppaumamu (amnnudomkaums reHa MYCN,
peneunn 1p n 11q) B coBoKkynHOCTM C aKcnpeccueit TrkB
B CUITy CBOMX Bronormueckux ocobeHHOCTeN, BeposTHee
Bcero, byayT XxapaKTepu3oBaTbCs OMyX0SeBOM Nporpec-
cueit. B To BpeMs Kak 0TCYTCTBME CErMEHTapHbIX abep-
pauuii un akcnpeccua TrkA nsmeHaT buonornuyeckoe
nosefeHne onmyxonu B BrnaronpusaTHyIO CTOPOHY, T. €.
Takas omyxosib, BO3MOXHO, fo3peet ao H [12].

'H Bnepsble bbina onvcaxa Jlopetuem B 1870 r.
[13]. TH MoskeT BbITb Kak NepBUYHOI, BO3HUKaIOLLEH de
novo, Tak U BTOPWUYHOW, pasBuMBLLENCS Ha (hoHe npose-
OEeHUA XMMUoTepanuu unu AMHaMnYecKoro HabniogeHns.

Brnepable B Mupe TpaHcdopMaLmio 311I0KaYeCTBEHHON
HB B ee pobpokauecTtBeHHyo copmy, 'H, onucanm
KylumHr u Bonbbax B8 1927 r. [14].

LocToBepHble JaHHble 0 YacToTe BCTPEYaeMocTH
'H oTcyTCTBYIOT B CBSI3U C TEM, YTO HET CUCTEMaTUye-
CKOW peructpauuu 3toro supa onyxonu. o gaHHbIM
C. Spinelli n coasr., yactota 'H cocTaBnseT npMmepHo
1 cnyyait Ha 1 MnH B 0Bwuei nonynsaummy [15]. B HekoTopbix
MCTOYHMKaX OMUCBIBAIOT NMPeBasiMpoBaHMe ML, }KEHCKOMo
nona B CTPyKType 3abonesaemocTu [16], B opyrux
nccnefoBaHUAX OTCYTCTBYIOT FeHOAEPHblE pasnuuus
[17].

PenkocTb 'H obycnosnuBaeT 0b6beKTUBHbIE TPYA-
HOCTWM B [MArHOCTMKe M BbibOpe TaKTUKM BefeHus
(xupypruueckoe ynanenue, HabmioneHue) u Tpebyet
MYNbTUANMCLMNIIMHAPHOIO NOAX0Aa.

MepBuyHble TH, Kak NpaBuno, MMeKT CTEPTYIO
KIMHUYECKYIO KapTUHY W MOryT npoTekaTb Beccum-
NTOMHO. CUMMNTOMBI MPOSIBAAIOTCS TOSILKO B TOM Cryyae,
Korfa onyxofM AOCTUraloT 3HaUYUTENbHbIX Pa3MepoB,
CoaBnuBas cocefHune opraHbl, TMbo obpa3oBaHue uMeeT
FOPMOHanbHYI0 aKTMBHOCTb. B 6omnblunHCTBE Cryyaes
OHW ClyYaiiHO 0BHapyKMBalOTCA NpY BbINONTHEHWUN BU3Y-
anu3aumoHHbIX METOA0B UCCNEefoBaHNA, HanpuMep npu
MPOXOXAEHUN MITaHOBOr0 AMCNaHCepHOro obcnenosaHus
unu obcrnenosaHuna no noBody Lpyroro 3aboneBaHus.
B vacTHoCTM, H yacTo SBNAIOTCA NPUUMHON PasBUTUS
ckonmosa y feteit [18].

Mpu BTOpPMYHOM H npoucxoauT Ao3peBaHue
onyxonu Ha cdoHe nposefeHua Tepanun Hb unu guHa-
Muyeckoro Habnwogenus. Tak, y petert ¢ HB rpynnebi
BbICOKOIO PUCKa 3TOT DEeHOMEH BbISIBIISIETCA OTCPOYEHO,
MO [aHHbIM FUCTOMOMMYECKOro UCCefoBaHUA nocne
XMPYPruYecKoro atana feYeHns, KOTOPbIA MO PeKko-
MeHpaumsam npotokona NB-2004 sbinonHseTcs nocne
4 vnmn 6 kypcos [NXT. B faHHOM cryyae TakTUKa neyeHus
He ByaeT OTNMYaTbCA, U BHE 3aBUCUMMOCTW OT pesysib-
TaTOB I'MCTONONMMN Takve naumneHTbl ByoyT npoponkaTtb
Tepanwuio Kak bonbHble Fpymmnbl BbICOKOrO PUCKa.




KIIWHUYECKWUE HABNNIOAEHUA

OToenbHO CTOUT BOMPOC O TaKTUKe BEOAEeHWs nauu-
EHTOB rpynnbl HabniogeHus. B cryyae HEBO3MOKHOCTM
NPOBEEHNA PafMKanbHOrO yaaneHus onyxonu BBuay
CMOMHOr0 aHaTOMWYECKOr0 PacrnonoXeHUa TakTWKa
BEOEHMA MOXET MeHATbCA. HekoTopble aBTopbl yTBEp-
OAIOT, YTO pebeHKa MOKHO OCTaBWTb NOA AMHaMKUYe-
cKUM HabriogeHuem [19]. [Ipyrue ke, HeCcMOTps Ha
BnaronpuATHLIA TMCTOMOMMYECKNIA BApUaHT, C YYeTOM
BO3MOMHOI0 pOCTa OMyX0f B NPOLECCe AMHAMUYECKOr0
HabnoneHua u pucka passutua KYC B panbHenweM
CUMTAIOT XMPYPruyeckoe neyeHne OCHOBHbLIM BUAOM
Tepanuu naumeHTos ¢ [H.

Haunbonee xapakTepHble yYaCTKU aHAaTOMUYECKOM
nokanusauun NH — 3abplowMHHOE NPOCTPAHCTBO W
3anHee cpepocTeHne (npubnuantensHo 90%) [20], pexe
obnacTb HaaNoOYeYHNKOB, CAMON PefKOM foKanuaauuen
sBnseTca obnacts weu (okono 5%) [21].

XoTsi TH aBnseTcsa nobpokayeCcTBEHHOWM OMyXOnbio,
B NMTepaType eCTb eOMHWUYHbIE OMWCaHWA OaHHOM
OMyX0JIM C OTAANEHHbIMKU MeTacTasaMu B nevenn [22],
KocTsx [23], KoTopble TakKe MeIoT 0BpOKaYeCTBEHHbIN
XapakTep Npu rmcToNI0rMYECKOM UCCIIEf0BaHNN.

[pencTaBneHHbIN B CTaTbe KIMHUYECKUiA cryyai No2
OEeMOHCTPUPYET CMOHTaHHOe [03peBaHne MeTacTaTuye-
CKMX 0YaroB B MeyeHu y naumeHTku ¢ 4S ctapmen Hb ¢
MHMLMANbHO MMCTONOMMYECKN NMOATBEPIKAEHHBIM HU3KO-
oM hepeHLMpPOBaHHbIM BapMaHTOM Kak B MEPBUYHOWM
OMyXO0sn, TaK U B METACTaTUYECKN U3MEHEHHON MEeYeHM.
JaHHbIn npuMep nopuyepkuBaeT HeobxoguMmocTb
MOBTOPHOW MMCTONOrMYECKON BepuchnKaumm LIuTenbHO
COXPaHSIOLLIMXCA 04aroB Kak MEPBUYHOM OMYXOU, TaK W
MEeTacTa30B, NPEeXOe YEM MNPUHATL peLleHne 0 Heobxo-
OMMOCTU MHMLUmaumm MNXT.

B HekoTopbix cnyyasx 'H MoryT cekpeTupoBaTb
KaTexonaMuHbl, 1y NaUMEHTOB MOSABASIOTCA CUMMTOMBbI,
umMuTupyowmne deoxpomountoMy. H Takke MoxeT
CEKpPEeTNPOBaTb TakMe FOPMOHbI, KaK TECTOCTEPOH, YTO
YKa3blBaeT Ha MIIIOPUMOTEHTHOCTb €€ KNeToK-NpeaLle-
CTBEHHWKOB [24].

MeToabl BU3yanusaumu, ucnonb3yemble A5 AnarHo-
cTukn H, HecneundmnyHbl. 3TO MeToAbl, UCMOMb-
3yloWwmecs A8 BbIABAEHWA U JUMArHOCTUKM APYrux
3/10Ka4YECTBEHHbIX U JOBPOKaYeCTBEHHbIX 0bpa3oBaHui
(Y3, MCKT, MPT OFK u OBI). OCHOBHble HaxoOKu
npv NpoBefeHnn KomnbloTepHon Tomorpacpmum OB —
Hanuume MaccuBHOro obpas3oBaHus B 3abpIOLLMHHOM
MPOCTPAHCTBE }KMBOTA C YETKUMU, POBHBIMW KOHTYpPaMu,
O[JHOpPOQHOE MO CBOEN CTPYKType, cnabo Hakannvea-
foLLlee KOHTPaCTHbIN MpenapaT, rPafMeHT KOHTpacTu-
poBaHua go 20 HU k BeHO3HOM (ha3e CKaHWpoBaHUS.
MHoraa MoskeT onpefnensiTbCA CBA3b C HAAMOYEYHUKOM.
B cTpyKkType cpeamHHo pacnonoskeHHbIx [[H yacTo Bu3y-
anuaupyioTCcs KpynHble MarucTpasbHble cocyabl (aopTa,
UpPEBHbIN CTBOJI, BEPXHAN DpbiKeeyHan apTepus), Kak B
KNuHUYeckoM cryyae Nel.

Mpu npoeenenun MPT-nccnenoBaHns Takke BU3Y-
anuaupyeTtcs obpasoBaHMe C HU3KOMHTEHCUBHbLIM
UM U3OMHTEHCMUBHBIM CUrHaNoM Ha T1-B3BeLUEHHbIX
n306paKeHNsIX, BbICOKOMHTEHCMBHOE Ha T2-B3BELUEHHbIX
nsobpaxeHusax, cnabo HakannueaioLLee napaMarHeTuK
nocrne BBEAEHWS KOHTPaCTHOro npenapara.

Bnaropaps BbICOKOM CneuMdUYHOCTM U YyBCTBU-
TeMbHOCTN cLMHTUrpachus ¢ MBI, MeueHHbIM 2] unn
81|, lUMPOKO MCMOSIb3YETCS B KIIMHUYECKON NPaKTUKe
y NauMeHTOB C HEWpPOreHHbIMM onyxonsamu [25-27].
K coskaneHuio, BbICOKME YYBCTBUTENbHOCTb M Cneuu-
uuHOCTb cunHTUrpacbum ¢ 23-MUBl He wncknio-
YaloT Hanuume JOXHOOTPMLATENIbHbIX Pe3yNbTaToB.
OCHoBHble MPUYKHBI, MPMBOASLLME K NOSBIIEHUIO JTOMKHO-
oTpuLaTeNbHbIX Pe3ynbTaToB, CBA3aHbl C HaNMuYMeM
MWEBI -HeraTueHbIX onyxonei y 10% naumeHTos [28],
dhapMakonornyeckMM BAMAHUEM PasfMYHbIX Mpena-
paToB, BbIMOSIHEHWEM WCCIIEA0BaHWA Mocrne Havana
XMMUOTEPANnuK, YHUKanbHbIM BMOMOrMYECKUM NoBeae-
HMeM onyxonu (cnocobHOCTb K AMdhepeHUMpPOBKe B
nobpokauecTseHHble onyxonu) [29, 30]. [lononHuTenbHO
B pAne nybnvkauuii NnpoAeMOHCTPMPOBaHbI NPOTUBO-
peunBble pesynbTaThl Mo HakonneHuio MBI y naum-
eHToB ¢ [HB v MH. Tak, B uccnenosaHuu, BKNIOYaIOLLEM
37 peTedt C HEMPOTrEHHbIMU OMYXOSAMMU, U3 KOTOPbIX
3 6binv ¢ TH 1 3 ¢ THB, pe3ynbTaTbl CUMHTUIPadum C
MIBI 6binM NO3MTUBHBLI y Beex naumenTos [31]. Torna
Kak S. Heyman u coasT. B cBoei paboTe Ha HebonbLLON
rpynne nauuveHTOB MOKasamnu, YTto CuuHTUrpadusa ¢
MIBI Bbina NosKHOOTpULIaTENbHOI B 70% cryyaes MHE u
MH [32]. B HacTosLLee BpeMs HET NyBmnKaLmii C OLEHKOI
YacToTbl Hakonnenusa MUBI npu CH, KoTopble BKIO-
yanu bbl BosblLOe KONMYeCTBO faHHbIX. OgHako B psage
HayuHbIX NybnmKauui BblNo NoKasaHo, YTO UHTEHCUB-
HOCTb HaKonneHus MVBI y naumenTos ¢ TH Huske unu
CYLLECTBEHHO Huske, YeM npu THE v HBE [33, 34]. 3tot
dhakT Mo3BONSAET NPEANOSIONKUTbL, YTO MCMONb30BaHNE
NPOTOKOSa 0OQHOHOTOHHOW SMUCCUOHHOW KOMMbIOTEPHOM
ToMOrpadmmn, COBMELLEHHOW C KOMMbIOTEPHON TOMO-
rpadouen, B OONOMHEHWE K MaHapHbIM M30BpaxeHnsam
B peXMMe «BCe Teno» npu cumHTurpacbum ¢ MUBT y
NaLMEHTOB C HEPOrEHHOM OMYXOSblo MOXKET YMEHBLUUTD
KONMYECTBO JIOMHOOTPULLATENBHBIX CITy4aes.

I"H HeuyBCTBUTENbHbBI K XMMUOTEPanum, UX OCHOBHbIM
METOAOM JleYeHUs ABMAETCA XUPYPruyeckas pesekums
[35]. OngHaKo onepaTuBHOE BMeLLIATeNbCTBO, Kak NPaBusio,
cuMTaeTcst He0bXOAMMbBIM TOMBbKO TOrAA, KOMAA OMyXorb
NOKanv30BaHa 1 ee yaaneHue He nNpeacTasnaeT bombLImx
TPYBHOCTEW UM MMEETCH 3HAUNTENBHOE KOMMPECCUMOHHOE
BO3AenCcTBMe 0DpasoBaHNA Ha COCefHWe TKaHW U ecTb
thyHKUMOHaNbHbIE NpobrieMbl [36, 37]. Ecn Bo3MOXHO
BbIMOSIHEHWE MOSTHON XUPYPruyeCcKon peseKkumm, npose-
AEeHWe onepaunm MoxeT ObiTb BbINOMHEHO YKe Mpw
MOCTaHOBKe AuarHo3a. Ecnv paHHas onums HeBO3MOKHA,
npuberaioT kK Buoncum obpasoBaHus.
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3ayacTylo CNOXHOCTb ONepaTUBHOIO BMeLLaTesb-
cTBa obycnosneHa Hanuumem IDRF n noteHumanbHbIM
PUCKOM Pa3BUTUS MHTPa- U NOCNEONEPALMOHHbIX OCIIONK-
HeHui. MoaToMy Bonpoc 06 obbeMe xupypruyeckon
pe3eKLMM peLlaeTca MHAMBMAYaNbHO C YYETOM Pa3MepoB
obpa3oBaHusA, aHaTOMUYECKON MOKannsaumm, CBAsKU C
MarucTpasnbHbIMK COCYAaMU 1 OpPraHaMu, a TakKe npeq-
MOYTEHWUI CEMBMU.

Mpouecc anddrepeHUNPOBKM U CO3peBaHUA
HEeMpPOreHHbIX OMyXonen MosKeT BbiTb HEOQHOPOLHbIM,
W KIacTepbl KIETOK Ha pasHbiX CTaAMUAX MOryT COCYy-
LLlecTBOBaTh B OHOM M Toit e onyxonu [36]. TouHoe
[MarHocTuyeckoe pasnuuve mexay 'H u gpyrumm bonee
arpeccuBHbIMUM HOBOOBpa3oBaHMAMM, TaknuMmK Kak Hb n
'HB, ocTaeTcsa cepbesHOW KnMHMYecKon npobnemon
[38].

B npouecce aguHamuyeckoro HabniopeHus 3a
MH MoxeT oTMeuaTbCcsi yBenuyeHne obpa3oBaHus
B pa3Mepax. B cTaTbe kaHafickux uccnepoBaTenen
N. Alexander v coaBT. 6bin1 oTMeyeH pocT 'H v THB npu
OMHaMU4ecKoM HabniopeHun okoso 0,3 cM B rog [39].
BeposiTHee Bcero, npouecc obycnosneH nponudepa-
LMen LWBaHHOBCKOW cTpoMbl. B nuTepatype umeioTcs
TaKXe AaHHble, CBMAETENbCTBYOLIMNE O 3MoKaye-
CTBEHHOM TpaHcdopmMaummn 'H [35]. OgHako onucaHHble
cnyyaum TpebyloT feTanbHON OLEHKW, BO3MONKHO, MOJY-
YEHHble laHHble BblTn CBA3aHbI C HEMPaBUIIbHOW UHTEP-
npeTauuen rmcTonNorMyeckoro MaTepuana B pesynbrare
3abopa ansa buoncum HebonbLLIOrO ero KonuyecTsa.

MaumeHTbl ¢ H uMetoT BnaronpuATHLIA NPOrHO3 ¢
XOPOLLUMM KayeCTBOM KU3HW, TEM He MeHee BCe Mmauu-
eHTbl, ocobeHHO C nepBUYHO HepeseKTabenbHbIMU
0bpa3oBaHMsAMK, OOMKHBI IMHAMUYeCK HabnogaTbes B
TeueHne ANUTENbHOrO BPEMEHW MPU MOMOLLW BU3yanu3a-
LUMOHHBIX MeTopoB: Y3W, MCKT u MPT (nposeaexvie MPT
npeanoyTuTensHee BBUAOY AOOPOKAYECTBEHHOrO Xapak-
Tepa IH QNS cHUKeHWs NyyeBoit Harpysku). AnuTesnb-
HOCTb HabniopeHus onpepenseTcs aHaTOMWYECKON
nokanusauuen n pasmepamu 'H 1 puckoM noTeHumanb-
Horo pa3suTus KYC.

3AKITIOYEHUE

®PeHoMeH CMOHTaAHHOro WAW UHAYLMPOBAHHOMO
co3peBanua Hb no MH ABnAeTca yHWKanbHbIM 1 KpaiiHe
MHTEPECHBbIM NMPOLLECCOM B U3y4yeHun buonorum Hempo-
FeHHbIX onyxofierd. 3ToT dhakT HeobXx0AMMO YUMTbI-
BaTb Npu BefeHun BonbHbiX ¢ HB rpynnbl HabnoaeHns
M NOSIBNIEHUM Y HUX MPU3HAKOB nporpeccuun 3abone-
BaHMA (0COBEHHO NOKanbHOM Nporpeccuun) unu npu
ASMTENIbHOM HabnioaeHnn 3a NaumMeHTamMm ¢ 0CTaTOYHbIM
KOMMOHEHTOM. Bcerpa HeobxoAMMO MOMHUTB, 4TO
OaHHbIV MPOLLeCC MOXET 3aTparmBaTb M MeTacTaTuue-
CKue ovarv.

MynbTUANCUMNIMHAPHbIA NMOAXOL C NPUBIIEYEHNEM
CMneunanvcToB pasnuuHbIX cneunanbHocTe (eTckux
OHKOJIOr0B, XMPYProB, Bpayeit fyyeBoit AMarHocTmKm)
MO3BOSIUT OMPefeNnUTb ONTUMAsbHbIN NNaH fevyebHbix
MeponpuATUA, MUHUMU3MPOBAB PUCKU U BO3MOXKHbIE
HeraTMBHble MOCNEACTBUSA Tepanuu y LaHHOW rpynnbl
NaLneHTOB.

Heobxoonmo panbHeiwee nsyvyeHume Buonorum
AaHHOr0 Npouecca AN fy4Llero NoHMMaHusa BCcex Mexa-
HWM3MOB, y4acTBYIOLLMX B npoLecce TpaHcdopmauum Hb
go H, ons Toro Ytobbl 3TO MOXKHO BbINIO MCNOML30BATH,
HanpuMmep, B Tepanuu bonbHbIx ¢ HB rpynnbl Beicokoro
pucKa.

UCTOYHUK ®PUHAHCUPOBAHUSA
He yka3saH.
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