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KomnosutHasa ¢peoxpoMouuntoma
y pebeHka. Pegkoe HabniogeHue
u 0630p nuTepartypsl
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KoMnosuTHas dpeoxpomoumToMa (KD) — penkoe 3rokauecTseHHOe HOBOODpa3oBaHue, BCTpevaloLLeecs B
pasnn4HOM BO3PaCcTHOM Anana3oHe. OCHOBHbIM METOAOM NeyeHns DeoXPOMOLIMTOMbI SBIISIETCA MOSTHOE
XVPpypryuyeckoe ynasneHue onyxonu, TOrAa Kak B Cryyae ¢ HeiipobnacToMon vMcnofb3yeTcs Tepanus B
3aBMCUMOCTM OT FPYMMbl PUCKA M MOTYT MPUMEHSATLCS MONIMXMMUOTEPANUS, ayTONOryHas TpaHcnnaHTaLms
KOCTHOrO MO3ra, JlyyeBas Tepanusi, UMMyHoTepanus 1 Tepanus Sl-MeTalionbeHsunryaHMouHoM. B casasm
C pemKkocTbio KP cTaHmapTHbIX MOAXOA0B K CUCTEMHOM Tepanun HeT. Bbibop TakTuki 1 0B6beM neyeHns
onpenensoTcs no Hanbornee HebnaronpUATHOMY KOMMOHEHTY OryXonu. B faHHOM CTaTbe NpencTaBneH penkuit
cnyyain KO ¢ HuskoomddepeHLMpoBaHHOM HelpobnacTomoi NeBoro HagnoyeyHuka y pebetka 4 net. Pogutenm
naLmeHTa fjanu corfacve Ha UCMosib3oBaHye MHAopMaLmi, B ToM uncse dhotorpaduin pebeHka, B HayuHbIX
UCCReaoBaHUsX 1 Mybnukaumsx.

KnioueBble cnoBa: pegkue onyxonu, gpeoxpomoLmnToMa, HerpobriacTomMa, BeTCKas OHKOTOrns
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A clinical case of composite pheochromocytoma
in a child and a literature review
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Composite pheochromocytoma (CPh) is a rare malignant neoplasm that occurs in different age ranges. The main treatment
for pheochromocytoma is a complete surgical removal of the tumor, while in the case of neuroblastoma, risk-adapted therapy
is used, depending on the risk group, including chemotherapy, autologous bone marrow transplantation, radiation therapy,
immunotherapy and **!I-metaiodbenzylguanidine therapy. Due to the rarity of CPh, there are no standard approaches to systemic
therapy. The tactics and extent of treatment are determined according to the predominance of the tumor malignant component.
This article presents a rare case of the development of composite pheochromocytoma with poorly differentiated neuroblastoma
of the left adrenal gland in a 4-year-old child. The patient’s parents gave consent to the use of their child's data, including
photographs, for research purposes and in publications.
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oMnosnTHas deoxpomoumToMa (K®) — penkas

onyxonb, cocTosias U3 heoXpoMOLMUTOMbI U

LpYroro onyxosieBoro KOMMOHeHTa, Yalle BCEro
NpefcTaBeHHOro HeMpPOreHHoi onyxonblo (Henpo-
6nactoma (HB), raHrnuoneipobnactoma (CHB),
3/10KaYecTBeHHas onyxonb obonoyek nepudepuue-
ckux HepsoB (300MMH)) [1, 2]. CtaHaapTHbIX NOAXOA0B
K Tepanun K® B HacTosLee BpeMS HeT U B BOMbLUWH-
CTBE CBOEM 3TO CBA3AHO C HEAOCTaTOYHbIM NMOHUMaHUEM
Buonornyeckoro noTeHumana onyxosiM, OTCYTCTBUEM
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3NUAEMUONIOrMYECKMX [aHHbIX, YTO, B CBOIO OYepefp,
06yCnoBneHO KpalHe HWU3KOWM YaCTOTON BCTPEYaeMOoCTH
OaHHOM Ho30Moruv. B HayuHoW nuTepaType onucaHbl
eOMHUUHbIE KITUHUYecKWe HabniogeHus KO y peteit [3-9].

B cTaTbe npepcTaBneH pefkuii criyyan pas3BuTuUs
K® ¢ HuskogndhdbepeHumposaHHon Hb nesoro Hagno-
yeyHuka y pebeHka 4 net. Pogutenu naumeHTta ganu
corracue Ha UCnornb3oBaHne MHopMaLuwmn, B TOM umche
doTorpachuii pebeHka, B HayUHbIX UCCIENOBAHUAX U
nybnukauumsax.



KIIWHUYECKWUE HABNNIOAEHUA

KITMHUYECKUM CITYYAN

MaumeHT H., BoneH ¢ 4 net, Korga NOABUIIUCH
MepBble KIMHUYECKUE CUMIMTOMbI B BUAE YTOMIISIEMOCTH,
COHNMBOCTU. B CBA3M ¢ HapaCTaHWEM CUMMTOMOB B
TeueHue 2 Hefl Mo MECTY SKUTENbCTBA BbINOSHEHO YNbT-
pa3ByKOBOE WUCCrefoBaHUe OpraHoB BpIOLLHON NOMOCTM
(0BN), BbIfBNEHO 0bbeMHOe HOBOOBpa3oBaHWe NeBoro
HaanoyeyHuKa. Mo faHHbIM MyNbTUCMMPAsIbHOW KOMMbIO-
TepHoit ToMorpacdoum (MCKT) OBl ¢ KOHTpacTHbIM
ycunervem (KY) noateepmaeHo Hammume KMCTO3HO-CO-
nuaHoro obpasoBaHUa NEBOr0 HAfMOYEYHUKA pasMe-
pamm 6 x 2,6 x 6 cM (06beM 48 cM3). MOHUTOPUHT
apTepuarbHoro gaenenus (Al) He nposoauncs.

MauuneHT HanpasneH B8 HAW 0wl ®I'BY «HMAL
oHkonoruv uMm. H.H. Brnoxuna» Munsgpasa Poccum ons
poobcrnenoBaHvs 1 onpenenieHnst fanbHenLlen TaKTUKN
neyveHus. Mpu NOCTYNNEHUN B KIIMHUYECKOM CTaTyce
nauueHTa obpallanu Ha cebs BHUMaHMe MOTNMBOCTD,
HepPBHO-MCMXUYECKoe BO3BYKAeHWe, TaxMkapams Ao
160 yn/MuH, nosbiwenHoe ALl po 160/100 MM prT. cT.,
ronoBHas 6onb. YuutbiBas nosbilweHHoe A[l, Bbina
VHULMMPOBaHA rMMNoTeH3MBHas Tepanus npenapaTamu U3
rpynnbl anbcpa-agpeHobnokaTtopos. Mpyu 0ocMoOTpe KoM
BbISIBIIEHbI €AMHWUYHBIE NSTHA «KOghe C MOJIOKOM> Herpa-
BUSIbHOM chopMbl, pasmepamm o 0,5 cm.

B ycnosusx HAW [0Oul” dIBY «HMULL oHkonorum um.
H.H. bnoxnHa» MuHsppaBa Poccun naumeHTy npoBeneHo
KOMMJeKCHOe obcrnenoBaHue.

OHKoMapKepsbl: anbga-getonpotenH — 5,08 ME/Mn
(Hopma 0-12 ME/Mn), HelpoHcneumndorueckas eHonasa
(NSE) — 46,2 vr/mn (Hopma < 16,3 Hr/mn), Beta-xo-
PUOHWYECKMI roHapoTponuH < 1,2 MMEn/mMn (Hopma
0-3 MMEa/mn), depputud — 75,0 mkr/n (HopMma
6-60 Mkr/n).

Mpon3BoAHbIE KAaTEXOIAMWHOB B MOYe: MOBbILLEHNE
ypoBHS peHuHa o 427,0 MKME/Mn, MeTaHedbpuHa Lo
150,8 MKr/cyT (HopMa 29,00-92,00 Mkr/cyT) n HopMeTa-
HedopuHa 10 4308 MKr/cyT (Hopma 34,00—-169,00 MKr/cyT).

Pedepenc MCKT OBl ¢ KY, npencTtaBneHHbIn
C MecCTa XuTenbcTBa: B obnacTtv 1eBoro Hagmno-
UeYHWKa BM3yaNM3UPyeTCs OMNyxosflb pa3Mepamu
6,5 x 2,5 x 6,0 cM (0bbeM 52 cM®), HeoaHOPOAHO
CTPYKTYPbI 3@ CUET HanMUuusl MMNOLEHCUBHBIX YYaCTKOB
W KanbLMHATOB, HAKOMIEHNEe KOHTPACTHOMO BellecTBa
aKTUBHOE U HEPABHOMEPHOE B COJIMAHOM KOMMOHEHTE.
ObpasoBaHue NpUnesknT K onadparme, XBOCTY MOAKe-
NYAOYHOW }ene3sbl, CENe3eHKe, BEPXHEMY MOSOCY MOUKM
(pucyHok 1).

MarHuTHo-pesoHaHcHas ToMorpachusi FofI0BHOMO
Mosra ¢ KY: matonoruu un ovarosbix obpasoBaHuin He
BbISIBIEHO.

CumHTurpachus c 2|-metaitonbeHsnnryaHuoMHoM
(1231-MWMBT) ¢ npOTOKONOM OAHODOTOHHOM SMUCCUOHHOM

KOMMbIOTEPHOM TOMOrpadiuu, COBMELLEHHOW C KOMMbIO-
TepHoi ToMorpadmeit (ODIKT/KT): ouaros natonoru-
UECKOro Hakonnexus pagumocpapMnpenapata (P®M) He
BbISIBIIEHO.

BeinonHeHa KOCTHOMO3roBasi MyHKUMA U3 4 TOUeK,
no pesynbTaTtaM KOTOPOW OMyxomneBble KNeTku 0bHapy-
KeHbl He bbinu.

Takum 0Bpa3oM, Ha OCHOBaHWM JaHHbIX aHAMHes3a,
pes3ynbTatoB hmsnkanbHoro obcneposaHus, nabopa-
TOPHbIX ¥ MHCTPYMEHTasbHbIX METOLOB MCCIef0BaHus
BbIn yCTaHOBMEH NpenBapUTENbHbIN KIMHUKO-PEHTIeHO-
NOrMYECKMIA oMarHos: heoxpoMoLmTOMa NIeBOro Hafno-
YeuHMKa.

Ha doHe mpoBefeHWs FMNOTEH3WMBHOW Tepanuu
anbha-agpeHobnokatopamu 3HaumMMoro adpchekTta B
TeueHnne 10 gHen pOCTUrHYTO He BbiNo, coOXpaHsanach
runepteHans go 140-150/90-100 mm pT. cT. Mpea-
MPUHSITA MOMbITKA CMEHbl FMMOTEH3UBHOW Tepanuu Ha
BeTa-anpeHobnoKaTopbl, 0OfHaKO oxuaaeMoro 3agdekTa
He BOCTUMHYTO.

B uenax ructonornyeckon sepucbnkaumm guarHosa
W onpepefieHust fasibHenlen TaKTUKN BeJeHNa naum-
eHTa, a TaKXe MpUMHUMas BO BHWMaHWe CTOWKYI0
pechpakTepHytlo apTepuanbHyio FrMNepTeH3unto, NMPUHATO
peLueHVe O MPOBEAEHUW Ha MEPBOM 3Tane Xvpypruve-
CKOTrO JIeYeHus.

Uepes 2 Hel OT MOMEHTa NOCTYMSEHUA NauMeHTa B
HUW OOul” dI'BY «HMULL oHkonoruun um. H.H. BnoxmHa»
MuH3gpaBa Poccun BbIMOMHEH onepaTMBHbIA 3Tan
NeYeHusi: CpeaMHHas NanapoToMusl, TYMOpaLpeHanaK-
ToMUS, NMUMdpafeHaKToMUsA (MncunatepanbHble nMda-
TUYECKMe Y3nbl).

ApTepuanbHas rMnepTeH3nst U TaxMKapaus Kynupo-
BanuCb Ha 2-e CYTKM Mocrne onepauuu, B JanbHenLwem
rMNOTEeH3VBHAaA Tepanusi He NPOBOAMIIACH.

Mo maHHbIM FMCTONOrMYECKOr0 3aKIOYeHNs MaTe-
pvan npencTaBnieH pparMeHTamMu HaAmoYeyYHUKa C
MHBa3MBHbIM POCTOM [BYXKOMMOHEHTHON HeonnacTuye-
CKOW TKaHW. [MepBbl KOMNOHEHT NPeAcTaBeH COIMAHbLIM
PbIXJIbIM CKOMJSIEHNEM KNETOK CpefHero pasmepa c
BbICOKUM SePHO-LIMTOMNS1Ia3MaTUYECKUM COOTHOLLEHUEM
C OKPYIfbIMU SiLPAMU C TOHKOAUCNEPCHBLIM XPOMAaTUHOM.
KneTkn pacnonaraloTcsi cpeay TOHKOBOSTOKHUCTOM CETU
Hevponuns. [lpocMaTpnBalOTCA KpyMHble KanbLUMHaTbI,
oyarum Hekpo3oB. MuToTuueckas U anonToTUYecKas
aKTUBHOCTb BbiCOKast. [IpM MMMYHOTrMCTOXMMUYECKOM
uccnefoBaHuM BbISIBNIEHa akcnpeccus synaptophisin,
chromogranin. BTopoii KoMnoHeHT (npeobnagaioLmii)
NPencTaBieH CONMMUAHLIMU, KOMMaKTHO PaCcnosoKeHHbIMM
FHe30HbIMU CKOMSEHUSIMU KITETOK KPYMHOrO U CPedHero
pa3mepoB. KneTku nMeloT 0busbHYI0 3031MHOUNBHYIO
rpaHyNAPHYIO UMK CBETNYIO LMTONNa3My. fnpa oBOMaHON
hopMbl, KpYMHbIe, C KPYMHOrMbI6YaTbiM XpOMaTUHOM,
MecTaMy NPOCMaTPMBAETCS OQHO KPYMHOE 303MHO-
domnbHoe AppbIWKo. OnucaHHble rHe3AHblE CKOMJIEHUS

Pediatric Hematology/Oncology and Immunopathology
2022 | Vol. 21| Ne 4| 91-98



Pucyhok 1

MCKT OBIT: B 3abptoLLMHHOM MPOCTPaHCTBE creBa kKpynHobyrpucTas onyxosb, CTPYKTYpa HEOQHOPOAHasA 3a cyeT
YYaCTKOB KarnbLuHaTHO (A) 1 suakrocTHOM (B) nnoTHOCTU. [TpaHuMLbl onyXonu YeTKue He Ha BCeM npoTsikeHum (B, I7).

HakonneHue KOHTpacTHOro NnpenapaTa HepaBHOMEpPHoe
Figure 1

Multislice computed tomography (MSCT) of the abdominal organs: in the retroperitoneal space on the left, there is a large-tu-
berous tumor, the structure is heterogeneous due to the areas of calcification (A) and fluid (B) density. The boundaries of the
tumor are clear not along its entire length (B, I'). The accumulation of contrast agent is uneven

KMEeTOK OKPYKeHbl TOHKMMK hnbpoBacKynspHbIMM
cenTamu, roe Npu UMMYHOTMCTOXMMUYECKON peakLmm
¢ antutenom S100 chokanbHO BLISBAAIOTCA MENKue
BepeTeHOBUAHbIE KneTku (cycTeHTounThl). OnucaHHas
HeomnnacTuyeckass TkaHb CO crnabol TeHpeHuuen K
chopMupoBaHuIo rHE3R MecTamu uMeeT Anddy3HbIN
HeynopsiAoYeHHbIA pPoCT, Takve Mons 3aHuMaloT bonee
10% Bcero obbema BTOPOro KOMMoHeHTa. Busyanusu-
PYIOTCS KPYMHble CIIMBHblE HEKPO3bl, BEPETEHOBULHO-
KIETOYHOrO OMyXO0J1IeBOr0 KOMMOHEHTA HE OTMEYaeTcs.
MuToTnueckas akTuBHocTb 9 domryp Ha 10 nonen 3peHus
npu yBenuyeHun Mukpockona x 400, BcTpevaloTcsa naTo-
noruyeckne opMbl MUTO30B. AnepHbIn nonemopcunam
He BbIpa)eH, Kak ¥ runepxpomasusi. Heonnactuyeckas
TKaHb MHBA3UPYyeT MPUIIEraloLLYIO XKMPOBYIO KNETYaTKy U
kancyny. OTMeyaeTCsi HanMuMe MeTacTasoB B IMMdaTH-
yeckue y3nbl. [pv UMMYHOTMCTOXMMWUYECKOM WUCCREeRo-
BaHuM BbisiBNieHa akcnpeccust CDS6, chromogranin, NGFR
(Nerve Growth Factor Receptor, peuenTtop dpakTopa pocTa
HepsoB) (B onmcaHHbIX cenTax). OTCYTCTBYIOT peakumm
¢ NSE, synaptophisin, vimentin. MNponudepaTtusHas
aKTMBHOCTb MO YPOoBHIO aKnpeccun Ki-67 no 50%. Takum
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06pasoM, BbIiBMIEHbI NPU3HaKKW, XapakTepHble ans K®
(13 Barinos Mo LwKare OLEHKM MCTOMOMMUYECKX MPU3HAKOB
dheoxpoMoLMTOMbI HagnoveuHnkos (Pheochromocytoma
of the Adrenal gland Scaled Score, PASS)) ¢ Huskoaudp-
dhepeHuUMpoBaHHON HB C BbICOKUM MHOEKCOM MUTO3-Kapu-
opekeuc (pucyrkm 2-5).

MpM UMTOreHeTUYEeCKOM MCCIEAOBaHUMN TKaHU
onyxonu (KoMnoHeHT HB) MeTogoM dinyopecLeHTHOI
rmbpuamnsaumm in situ BoisiBNeHa feneuus nokyca 11923,
amnnndomnkaumm reHa MYCN v peneuvu 1p36 He obHa-
PY}KEHO.

Takvum obpasoM, pebeHky bbin yCTaHOBNEH KMUMHU-
yeckuit anarHos: K@ ¢ HB nesoro HaanouyeuyHuka,
2B-cTapmsi no MexgyHapooHoOM cucteMe CTagMpOBaHus
HB (International Neuroblastoma Staging System,
INSS), L2-cTagusi no MeskayHaponHoit cucTemMe cTagu-
poBaHus rpynn pucka Hb (International Neuroblastoma
Risk Group Staging System, INRGSS). [leneuus 11g23.

Mo panHbiIM MCKT OBl ¢ KY Ha 10-e nocneone-
PaLMOHHbIe CYTKU: A@HHbIX 3@ OCTaTOYHbIA KOMMOHEHT
onyxonu HeT. OTMeyanacb HopManu3auus ypoBHS MeTU-
NIMPOBaHHbIX MPOM3BOAHBIX KAaTEXONAaMUHOB B MOYe.



KIMIWHUWYECKWE HABNIOAEHNA

PucyHok 2

[1ByxKOMMOHeHTHas onyxosb. MepBbin KOMNOHEHT HB
(cnpaga), BTOpPO#1 KOMMOHEHT cheoxpoMaumToMbl (crie-
Ba). OKpacka reMaToKCUIIMHOM 1 3031HOM, x 200
Figure 2

A two-component tumor. The first component is of neuro-
blastoma (on the right), the second component is of pheo-
chromocytoma (on the left). Stained with hematoxylin and
eosin, x 200

PucyHok 3

Bua HmskopgndbdeperumposanHoi HB: kneTku Menkue ¢
BbICOKUM AlePHO-LIMTOMNNa3MaTUYeCKUM COOTHOLLEHN-
€M, OKPYKeHbl HeﬁpOI'IMJ'IEM. MuToTMYeCKas 1 anonTo-
TUYecKast akTMBHOCTb Bbicokas. Okpacka reMaTokcunu-
HOM 1 3031HOM, x 400

Figure 3

View of poorly differentiated neuroblastoma: small cells
with a high nuclear-cytoplasmic ratio, surrounded by neuro-
pil. Mitotic and apoptotic activity is high. Stained with hema-
toxylin and eosin, x 400

. 1

C y4yeTOM pefKOCTM [aHHOro AMarHosa TaKTukKa
OanbHenwen Tepanuu bbina obcyxaeHa B paMKax
3a04YHOW KoHCcynbTauuu ¢ npodpeccopom H. Lode
(YHuBepcuTeTcKas KnuHuKa, Ipaiidpcsanbi, MepMaHus).
YuntbiBana ctapuio 3aboneBaHusa, pagMKanbHOCTb

onepaumu, LMTOreHeTUUECKMe MapKepbl U OTCYTCTBUe
OTLANEHHbIX METacTa30B, NaLMeHT OCTaBMeH MoA AuHa-
MUYECKUM HabniopeHueM.

MpuHMMasn BO BHUMaHWe [aHHble Hay4yHOW NuTepa-
Typbl, CBULETENbLCTBYIOLLME O BbICOKOW YacToTe BCTpe-
UaeMOCTU FeHeTUYECKUX CUHLPOMOB, aCCOLMMPOBAHbIX
¢ Ko [10, 11], a Takie Hanuuume y naumeHTa KOCBEHHbIX
MPU3HaKoB HelpodmbpoMaTosa 1-ro Tuna (naTHa «kode

PucyHok 4

Bun dheoxpomMoumTomel. Heonnactuyeckas TkaHb
OpraHv3oBaHa B rHesfa, KoTopble pasaeneHsl hmbpo-
BaCKyNApHbIMK cenTamn. OKpacka reMaTOKCUIIMHOM U
303uHOM, x 100

Figure 4
View of pheochromocytoma. The neoplastic tissue is organ-
ized into nests, which are separated by fibrovascular septa.
Stained with hematoxylin and eosin, x 100

FCI )

PucyHok 5

KneTku dheoxpoMoLUTOMbI KPYMHbIE, UMEIOT 3NUTENNO-
naHbl BUA. OKpacka reMaToOKCUITMHOM U 303UHOM,

x 400

Figure 5

The cells of pheochromocytoma are large and have an epi-
thelioid appearance. Stained with hematoxylin and eosin,

x 400

C MOJIOKOM>), BEHO3Has KPOBb NaLWMeHTa HanpaeneHa Ha
MONEKYNAPHO-rEHeTUYECKOe UCCIIeL0BaHNe MEeTOAOM
CeKBeHMpoBaHWa HoBoro nokonenusa (Next Generation
Sequencing, NGS), naHenbs «®eoxpoMouuTOMa»
(19 reHos).

Mpv KoHTpONbHOM obcrepoBaHuM Yepes 3 Mec OT
XUPYPruyeckoro neyeHus BbisiBIIEHbI MPU3HaKK peLu-
ovBa 3abonesaHus.

Mo maHHbIM MCKT opraHos rpyaHoit knetku (OFK),
0BMN ¢ KY ¥ no3uTpoHHO-3MUCCUOHHOM ToMorpadhuu/
KoMnbioTepHoit Tomorpacpuu (MIT/KT) (cumHTu-
rpachus ¢ 123-MUVBI He BLINONHSANACh MO TEXHUYECKUM
npuuMHaM) B fnoske MepBUYHON OMYyXOMW BbISBIIEHO
obpasosaHue pasMepamu 8,9 x 8,2 x 10,0 cM (obbeM
379 cm®), MeTacTaTUYeCKMe oYaru B Nerkux u merta-
CTaTMYeCKoe MopaskeHne HagKMoYnYHbIX MMMAOY3oB
(pucyrkm 6-8).
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PucyHok 6

KoMnbioTepHas ToMorpamMma (KT) OBI: peunams B noske
yAaneHHon onyxonu. ['paHuLbl ONyXonu HeyeTkune, Ha-
KOMJIeHWe KOHTPACTHOro NpenapaTa HepaBHOMEpPHOe
Figure 6

Computed tomography (CT) of the abdominal organs: a re-
lapse in the removed tumor bed. The borders of the tumor
are indistinct, the accumulation of the contrast agent is

uneven

BbinomnHeHa KOCTHOMO3roBas MyHKUMA U3 4 TOYek,
no pesynbTaTaM KOTOPOW OMyxoneBble KNeTkn obHapy-
KeHbl He bbinu.

TaknM 06pa3oM, Ha OCHOBaHWUW AAHHbIX MPOBEAEH-
Horo obcrnenoBaHUA yCTaHOBIIEH KOMBWMHMPOBaHHbIN
peuname 3abonesaHus.

BaxHO OTMeTUTb, UTO Mpu peumanMBe 0TMeYanochb
noBsbieHne yposHst NSE no 480 Hr/Mn u HopMeTaHed-
puHa B Moue 0o 5002 MKkr/cyT. ApTepuarnbHas runep-
TeH3na He oTMeuanacb. OpHako Buoncusa onyxonu B
MOMEHT KOHCTaTaLuu peumanBa He MPOBOAMNACh, YTO He
M03BONAET ONPeaenuTs Mopdponormyeckne 0ocobeHHOCTH
onyxosn B peunamse 3abonesaHus.

MauneHTy MHMUMMpOBaHa Tepanusa CornacHo Moau-
huumpoBaHHOMY NpoToKoNy [IeTCKOM OHKOMOrMYECKOM
rpynnsl (Children’s Oncology Group, COG) no neuexwio
peteit ¢ HB rpynnbl BLICOKOrO pUCKa, YTBEPKOEHHOMY B
HUW O0ul” ®I'BY «HMUL oHkonorum um. H.H. bnoxvHa»
MwuHsgpasa Poccuu.

Mocne nepsoro kKypca nonuxumuotepanuu (MXT)
Mo cxeMe TonoTeKaH/unknodochamma boina BbisBIeHa
nporpeccus 3aboneBaHWs B BULE YBESIMUEHNS Pa3MEPOB
peuuavBHOM onyxonu Ha 85% v pasMepoB MeTacTa-
TUYECKUX 0YaroB B Nerkux no gaHHbiM Y3W OBl u
KT Or'K/0Br.

MpMHMUMaa BO BHMMaHMe PacnpoCTPaHEeHHOCTb
OMyxoneBoro npouecca, arpecCuBHbIA XxapakTep obpa-
30BaHuWs, OTCYTCTBME CTaHOAPTOB NIEYEHUS, KOHCUN-
YMOM MpUHATO pelleHue o nposefeHumn MXT no cxeme
ICE (ndpocchbamua, kapbonnatuH, atonosma). OmHako
nocne nepsoro Kypca npoTtusopeuunamsHon MXT no
cxeMe |CE oTMeueH NpPOoLOMKEHHbBIN POCT Kak NepBUYHOM
OMyXo/K, Tak M MeETacTaTUYEeCKMUX 04aros.

B kauecTBe nombITkM KOHTPONA 3abonesannsa Bbina
HauaTa [XT TpeTben NMHUM NpenapaTaMu aHTPaLMKIIn-
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PucyHok 7

KT OTK: A (npu nocTynneHuun) — B NIErkMX W3MeHeHwil
He BbifiBNeHo; b (uepes 3 Mec) — MHOMXECTBEHHbIe ouaru
1 hOKyChl YNIIOTHEHMS BO BCeX OTAenax nerkux; B (ue-
pe3 3 Mec) — MIP-pesuM, akcuarnbHas NpoeKLms

Figure 7

A CT scan of the chest: A (at admission) — no changes

were found in the lungs; B (after 3 months) — multiple foci
and foci of compaction in all parts of the lungs; B (after 3
months) — MIP-mode, axial view

o

HOBOrO M ankunupyowero psagos. OgHako Mo faHHbIM
KOHTpOmbHOro obcrnenoBaHMs oTMeYanach ganbHelas
oTpuLaTesibHasa AnHaMuUKa.

B uenAx nmoucka TapreTHbIX MULLEHEN TMCTONO0-
rMyeckuin Matepuan bbin HanpaBneH Ha KOMMIEKCHOE
reHoMHoe npodunupoBaHue Ha nnaTdopme
FoundationOne CDx. Mo gaHHbIM NMpPOBEREHHOr0 UCCre-
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PucyHok 8

N3T/KT ¢ ¥F-dpTopaesokeurmiokosoit (3D MIP): A —
onpepnensdlTcd o4arun naTosiorn4eCkoro HakonsieHna
P®I1 B nepBruHOM onyxonu, MeTacTasax B HaLKIouny-
HbIX ¥ 3aBpIOLLMHHBIX MMADOY3Max crieBa 1 B NeYeHn
(cTpenku); B — coBMeLleHHble MIT/KT B 3 npoeKumsx
Figure 8

BF-fluorodeoxyglucose positron emission tomography/
computed tomography HIJDET/CT] (3D MIP): A —the foci of
abnormal accumulation of the radiopharmaceutical in the
primary tumor, metastases in the supraclavicular and retro-
peritoneal lymph nodes on the left and in the liver (arrows)
are seen; b — composite views of PET/CT in three views

[0BaHuA 0BHapyeHbl MyTauuu B reHax NF1 (W599) u
TP53 (R158H) — subclonal G245D Ha Tkanu onyxonu. o
AaHHbIM NGS BeHo3HoM kposu NF1, TP53 He BbISIBMEHDI.
YuuTbiBas obHapysKeHMe COMaTUYECKON MyTaLmn B reHe
NF1, obcyskneHa BO3MOXHOCTb npuMeHeHns MEK-uHrn-
BuTopa TpameTuHuba.

YunTbiBasi oTcyTcTBME 3dphekTa OT MPOBOAMMONM
MPOTUBOOMYXOSIEBOW Tepanuu, nauneHT Bbifm NpusHaH
nannuMaTMBHbIM, HayaTa TapreTHas Tepanusa TpamMeTu-
HUBoM 13 pacueta 0,025 Mr/Kr/cyT exenHEBHO, OHAKO
pebeHok nornb ot mporpeccupoBaHua 3abonesaHus
yepes 4 Hep oT Havana npumeHenusa MEK-uHrnbum-
Topa. [lnutensHocTb HabmiopgeHust coctaBuna 9 Mec ot
MOMEHTa MOCTaHOBKM AuarHosa.

OBCYXAEHUE PE3YJIbTATOB UCCJTIEIOBAHUSA

deoxpoMoUMTOMa — pefiKas OMyxofb, Pa3BuBalo-
LLIasiCA U3 KaTEXONaMUH-MPORYLMPYIOLLMX KIETOK MO3r0-
BOr0 CIos Hafno4YeyHUKoB. YacToTa BCTpeYaeMocTu
heoxpoMOLIMTOMbI B AETCKOM 1 MOAPOCTKOBOM BO3pacTe
coctaenseTt 10-20% [10, 11]. SkcTpaanpeHanosas
nokanusaums eoxpoMOLMTOMbI U3BECTHA Kak napa-
raHrnnoma. ®eoxpomMounToMa y NETEN 3a4acTylo UMeeT
BunaTepanbHbIfi xapaKTep v pa3BuMBaeTCs B pe3ysbTaTte
reHeTMUECKOM npeapacnonomeHHocty [10-12].

HenpobnactomMa — 310KayecTBEHHAs COMMAOHas
onyxoJib, XapaKTepHas Lnsi AeTCKOro Bo3pacTa, pa3Bu-
BaeTCs U3 3IMOPMOHANbHbIX KMEeTOK-NpeaLecTBeH-
HUKOB CUMMAaTUYECKOW HEPBHOW CUCTEMBI, COCTaBNAET
okono 7-8% Bcex 310KayecTBeHHbIX HOBOOBpa3oBaHMi
B LEeTCKoM nonynsummn n B 95% cnyyaeB pa3BuBaeTCs B
BospacTe o 5 net [13, 14].

KoMMno3nTHble onyXxonu HafnoYeuYHWKOB SIBNS-
loTCA opchaHHbIMU W WMMeT B CBOEW CTPYKType
2 rMCTONOrMYECKUX naTTepHa: nepsblii 0BbIYHO Npen-
cTaBfeH heoXpoOMOLIMTOMON, YalLle ABNAETCH LOMUHU-
PYIOLLMM, a BTOPOi — raHrnunoHespomoit (MH), THB, HB
nnn pexke — 300MH 1 HeipO3HAOKPUHHOM KapLMHOMOMN
[12].

B knaccudhurkaumm onyxone SHLOKPUHHBIX OPraHoB
BceMupHon opraHusauuv 3gpasooxpaHenus 2017 r.
BbIAENSIOT CIOXHOOPraHM30BaHHYI0 (DEoOXpOMOLMTOMY
(K®d), Ha pomio KoTOpoOM NpuxoamTca MeHee 3% BCex
Onyxorien HapnoyeyHnKoB 1 1-9% Bcex heoxpomMoLmToM
y B3pocnbix nauuerTos [1, 12].

K® BcTpeyaloTcs ¢ 0LMHAKOBOM YaCTOTOM Y MYXUMH
U eHLUMH, Hanbonee yacTo B BospacTe 40-60 net [15].
B HacTosiLLee BpeMs B Hay4HOW nuTepaType OnucaHo
10 knuHnueckux cnydvaes KO y naumneHtoB no 18 net
(rabnuya) [2-9, 16].

Y B3pocnbix nauuveHtoB B 70% cnyyae Kd
couetaetcs ¢ I'H [15]. B npencrtaeneHHoi Tabnuue
y 6/11 naUMeHTOB, KaK 1 B HaLLIEM KITMHWUYECKOM Cryyae,
BTOPOW KOMMOHEHT onyxonu npeactasneH HB.

B HacTosLllee BpeMs U3BECTHO, YTO pa3sutue KO
aCcCoOLMMPOBAHO C PAAOM COCTOSHWIA, TakUX Kak Henpo-
dunbpomaTos 1-ro Tuna, cuHgpomM unnens—JinHpay,
MHOMECTBEHHbIE 3HOOKPUHHbIE Heonnasuum 1-ro u
2-ro TMNOB, aHANOMMUYHO TaKOBbIM A1A DEOXPOMOLN-
ToMbl/naparanrinomsl. B uccneposaqum J.M. Comstock
n coaBT. bbino npoaHanuaupoBaHo 4 cnyyas KO,
BK/Tl0Yas 2 nauueHToB B Bo3pacTe 15 u 17 nert. [Ba
13 4 NauMeHTOB UMEeSIM HAaCNeACTBEHHbIE CUHAPOMbI —
HehpodhubpomaTos 1-ro Tuna, cuHgpom [unnensa-—
JTunpay. Mpu aHanuse Mopdonornyeckoi KapTuHbl Beino
MOKa3aHo, UTo HeMpoBnacTYeCKUin KOMMOHEHT OMyX0mu
6bin npeacTaeneH auddpepeHumpyiolleiics Hb, THB, MH n
B 1 cniyyae — 3penbIMu FaHrNMO3HbIMK KieTkamu. Bo Bcex
4 cnyvasnx amnnudpmkaumst reHa MYCN oTcyTcTBOBana
[16].

MN3BecTHO, uTO Yy B3pochbix naumeHToB KP B Bosb-
LUMHCTBE CIly4YaeB accouumnpoBaHa ¢ Hempodmbpoma-
T030M 1-ro Tuna [15], B npeacTaBneHHoi TabmLe oH
Bbin noaTBepsKkaeH B 2 cryyanx [4, 16]. Y Hawero nauu-
€HTa BbIABMIEHa coMaTuyeckas MyTaumsa B reHe NFI
npu npoeepeHun Tecta FoundationOne CDx. B kposu
mMeTopgoM NGS repMuHanbHon mMyTaummn B reHe NF1 He
BbISIBMEHO.

Y peTelt N0 CpaBHEHMIO CO B3POCIIO KOropTON nauu-
€HTOB C heoxXpoMoLMTOMOi/naparaHrnMoMoin vatle
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Tabnuua

Cnyyan K® y peteit, onybnunkoBaHHble B uTepaType
Table

Cases of CPh in children reported in the literature

BospacT Ha MOMeHT

IinutenbHocTb HabnoaeHns Ha

AgTOpbI lop NOCTaHOBKMU Mon Jlokanusauma [UCTONOrMA  MOMEHT HanMcaHWs CTaTby, UCXOR
Authors Year AMarHosa Sex Site Histology Duration of observation at the time of
Age at diagnosis writing, outcome
4 ropa Myskckom CpenocTteHune Kd/HB 8 Mec, ymep
Waht et al. [3] 1943 4 years Male Mediastinum CPh/NB 8 months, died
Nakagawara 1985 14 net KeHckuin HapnoueyHuk K®/THB 6 mec, ymepna
et al. [4] 14 years Female Adrenal gland CPh/GNB 6 months, died
5 net Myskckom HapnoyeuHuk K®/HB HewnsBecTHO
Tatekawa et al. [5] 2006 5 years Male Adrenal gland CPh/NB Unknown
; 9 net YKeHckui HapnoyeuHnk  K®/300MH 28 net, ymepna
Ching et al. [2] 2007 9 years Female Adrenalgland  CPh/ MPNST 28 years, died
15 net Myskckom HapnoueuHuk K®/THB HewnsBecTHO
Comstock et al. [15] 2009 15 years Male Adrenal gland CPh/GNB Unknown
15 net Myskckomn HapnoueuHuk Kd/HB HewnsBecTHO
Comstock et al. [15] 2009 15 years Male Adrenal gland CPh/NB Unknown
: 9 net JKeHckun HapnoueyHuk Kd/IHB 18 Mmec, xuBa
Thiel et al. [¢] 2010 9 years Female Adrenal gland CPh/GNB 18 months, alive
; : 12 net KeHckuin HapnoueyHuk K®/TH 14 nert, ymepna
Kikuchi et al. [7] 2012 12 years Female Adrenal gland CPh/GN 14 years, died
3abpioLumnHHoe /
; 15 MecsueB Myskckom NPOCTPaHCTBO Kd/HB 8 nert, 1B
Monclair et al. [8] 2015 15 months Male Rgtropgritoneal CPh/NB 8 years, alive
space
5 net Myskckomn HapnoueuHuk Kd/HB 2 ropa, yMep
Tran et al. [9] 2017 5 years Male Adrenal gland CPh/NB 2 years, died
CobcTtBeHHOE HabnoageHne 2019 4 ropa Myskckom Hapnouyeynnk Kd/HB 9 Mec, ymep
Our own experience 4 years Male Adrenal gland CPh/NB 9 months, died

Note. CPh — composite pheochromocytoma; NB — neuroblastoma; GNB — ganglioneuroblastoma,; GN — ganglioneuroma; MPNST — malignant peripheral nerve

sheath tumor.

PerncTpupyeTca apTepuasnbHas rMnepTeH3ns, KoTopas
cocTaBnaeT okono 1% cnyuaes [10]. BaskHo oTMe-
TUTb, YTO B BOMBLUMHCTBE CMy4YaeB y NaumMeHToB ¢ KO
oTMeuvaeTcs nosbileHHoe All. Tak, B npeacTaBneHHOM
Tabnmue y 8/11 nauneHToB 3aperncTpMpPOBaHb! BbICOKME
uncppbl Afl. Bcem nauveHTam ¢ AT nokasaHa npepone-
paLMOHHas NoAroToBKa anbda-agpeHobrokaTopamm ons
CHUSKEHWS PUCKa MepuonepaLvoHHbIX OCTOosKHe it [17].
B HaweMm cnyyae Mbl He oTMeTUnM HopManu3auuu ALl
[0 LeneBbiX 3HAYeHWUn Ha hoHe NPOBOAMMON Tepanuu,
UTO FIBUINOCb OJHUM M3 BasKHbIX DaKTOPOB MPUHATUSA
PEeLUEHNS O BbIMOSTHEHWN XUPYPrUYECKOro NeYeHNs Ha
nepBoM 3Tarne.

CumHTurpachus ¢ 23-MABI BXxoanT B CTaHAapThl
obcnenoBaHns NauMeHToB ¢ dpeoxpoMoumnToMoit/napa-
FaHrIMoMOM Npu NOAO3PEHUM Ha MeTacTaTUyeckoe
nopaskeHve [18]. BasHbIM 1 MHTEPECHBIM (DAKTOM ABIISA-
eTCA To, UTO BrI0KaTOPbI KanbLMEBbIX KaHaNoB 1 anbga-/
HeTa-agpeHob1o0KaTOPbl MOMYT CHWXKATb HAKOMMeHne
123-MWBI" B aKTUBHOIA onyxonesoi Tkawu [18, 19]. Y
Hallero naumeHTa bbina BbissneHa MBI -HeraTueHas
onyxonb. He uckniovyeHo, 4to obpasoBaHue Morno
6bITb M3HauanbHo MUBI-HeraTUBHbLIM, HO, YUMUTbIBaS
OJIMTENbHYI0 MMMOTEH3MBHYI0 Tepanwio anbda-/6eta-
appeHobriokaTopamu B bonbLUKMX LO3aX, U TOT (PaKT, 4To
nccnepnoBaHve BbiNofiHeHo yepes 10 gHel oT Havana
Tepanuu, Henb3s UCKIIOUNTb DEHOMEH CHUMKEHWSA NOrno-
LeHns 123-MUBI™ onyxonesbiMu kneTkamu [8, 191,

Hanbonee adbdekTuBHbIn MeTon neyeHuss KO —
XMPYPruyeckmin, HeobXoaNMbIM YCNOBMEM NPU 3TOM

Bonpoch! FeMaTonori/oHKONOr A 11 MMMYHONATONOM U B NeauaTpum
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ABNSeTCA NonHaa pesekuma onyxonu. [laHHble 06
30 PEKTUBHOCTN XMMUOTEPANUK KaKk Npy DeEOXpOMOLIN-
ToMe/naparaHrnvome, Tak 1 npu K® y neteit He noka-
3anM XOpoLMX pesynbTaToB, HOMbLUMHCTBO PEXMMOB
BKITIOYAIOT MpenapaTbl, UCMOJIb3yeMble LM feYeHus
HB5. B npeacTaBneHHOM HaMU KIMHWYECKOM cryyae
MPW KOHTPOMbHOM 0BcnefoBaHnM y naumeHTa BbISIBMEH
KOMOWHWMPOBaHHbIA peunanB, B CBA3M C YeM Npeanpu-
HSATa MOMbITKA CUCTEMHOrO BO3OENCTBUA B paMKax MOAU-
dhuumpoBaHHoro npotokona nevenus pgetenh ¢ Hb COG
(tonotekan 1,2 mMr/m? B gHu 1-5, umknodpocchamug
400 mr/M? B gHu 1-5). OpHako Ha dpoHe 1-i, 2-it u 3-i1
nuHui MNXT oTMeyanock nporpeccupoBaHne 3aboneBaHus.
CornacHo D.R. Strother u coasr., nauneHnTbl ¢ Hb
2B-ctagum cTtapwe 18 Mecsues ¢ HebnaronpuATHoOW
rucTonoruert no MexayHapoOHOW rMCTONOrMYECKOoNn
knaccudpmkaumm HB (International Neuroblastoma
Pathology Classification) unu gunnovaHoi onyxonbio
“MeloT xyawwuii nporHos [20]. MpuHuMas Bo BHUMaHKE
MMeloLLMeCs aaHHble, TpebyloTcs BHeLPeHNEe YKasaHHbIX
KpPUTEPUEB B KIMHUYECKYIO NPaKTUKY M B cTpaTudn-
Kaumio naumeHToB co 2B-cTapueit 3abonesaHvsi B npome-
KYTOUHYIO Ipynny puUcKa (BHe 3aBMCUMOCTU OT AeneLuu
1p) 1 NpoBeaeH1e y HUX CUCTEMHOrO XMMUOTEPaneBTU-
YECKOro feyYeHnst, MPeayCMOTPEHHOr0 MPOrPaMMON.
HeobxoanMmo panbHerlwee peTanbHoe M3yyeHue
O0AHHOrO BMAA YpEe3BblYalMHO PeAKoN OMyxonwu, 4To
MOMOXET OMpPefennTb BUoNorMyeckme xapakTepucTukm
HebnaronpuaTHOro nporHosa y nauneHToB ¢ KO, a Takxke
MO3BONUT CUCTEMAaTU3MPOBAaTL NMOAXOAb! ¥ 06beMbl Heob-
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XOOAMMOW Tepanuu. B HaleM knmHnyeckoM HabnogeHum
Ha OCHOBaHWW MOJyYEHHbIX Pe3yfbTaToB MOJIEKyNsp-
HO-TeHeTUYEeCKOro UCCNenoBanHua boina npeanpuHATa
nonbiTka cTabuimsaumm onyxoneBoro npouecca 3a cyet
npuMeHeHnst MEK-uHrnbutopa, ogHako BBMAY HEYKIOH-
HOro MporpeccupoBaHus 3aboneBaHusi MaUMeHT norub
yepes 4 Hep OT Hayana TapreTHOM Tepanuu.

3AKJIOYEHUE

[NaHHoe knuHu4yeckoe HabnoaeHne npeacraensaeT
MHTepec BBUAY penkocTn KO B geTckon nonynsaumu, a
TaKe MofuYepKMBaeT KpalHe arpecCHMBHOE TEeYeHue
3aboneBaHus, pe3anCTEHTHOCTb AAHHOMO TUMa 3rokaye-
CTBEHHOr0 HOBOOOPa30BaHMA K CTaHLAPTHBIM CXeMaM
XuMuoTepanuu, 4YTo onpepensetr Heob6XOAMMOCTb
pa3paboTku HOBbIX 3CPPEKTUBHBIX METOLOB fleUYEHUS
015 AaHHOM rpynnbl MaUMEHTOB, a TakXe NpoBefeHne
OeTanibHOro MOJIeKYJIAPHOro aHanM3a B Liensx noucka
MULLIEHEN AN1A TapreTHoW Tepanuu.
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