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BunatepanbHas agpeHanbHas HelipobnactoMa (BAHB) BcTpeuaeTcs KpaiiHe pefKko, ualle
pasBuBaeTCA y AeTen MraaLlero Bo3pacTta U MUMeeT OMNpefeneHHble KIMHUYECKUE XapaKTepUCTUKK
1 6naronpuATHLIN MPOrHO3 B OT/IMUME OT YHWUMaTeparibHoM agpeHanbHon HeiipobnacTtoMbl (HB). B
cTaTbe npepacTtasneH aHanus 29 cnyyaes BAHB y neteir 3a nepwop ¢ anpena 2012 r. no pekabpb
2018 r., npoxoaueumx nevenne B HMULL AFON um. OmMutpusi Porauesa. [laHHOe uccnepoBaHune
0A0bpeHo He3aBUCUMMBIM 3TUYECKUM KOMUTETOM U YTBEPXKOEHO pelleHneM yyeHoro coseta ®rbY
«HMUL, A OU um. OmuTpus Poravesa» MuHspnpasa Poccun. bunatepanbHoe nopaxeHve HaanovyeyHKoB
BblN0 YCTAHOBNEHO HA OCHOBAHWM aHanM3a/oueHKU pe3yNibTaToB BCEX MHCTPYMEHTasIbHbIX METOLOB
nccnenoBanus. [lononHWTenbHO Bbin NPOBEAEH PETPOCMEKTUBHBIN aHaM3 AaHHbIX KOMMbIOTEPHOW W
MarHWUTHO-pPE30HaHCHOM ToMorpachun, CUMHTUrpacun C MeTaltoaBeH3NNryaHUANHOM, MeUeHHbIM 12|
(*%31-MWBI). YuuTbiBas nopor 4yBCTBUTENLHOCTY 2|-MUBI -cuMHTUrpachum, A1 YTOUHEHUs AMarHo3a
npoBOAMNCS pedhepeHc BM3yanu3aLummn OMbITHBIM BPaYOM-PEHTIeHOIoroM. Tepanua NpoBoAnIach
COrNacHo puck-apanTupoBaHHoMy npoTokony NB-2004. B ctatbe npoaHanusmpoBaHbl 0COBeHHOCTH
KIIMHWYECKOM Npe3eHTaLum 3aboneBaHuns, BO3pacT Ha MOMEHT NOCTaHOBKM AMarHo3a, BpeMs oT Hayana
3aboneBsaHns 4O NOCTAHOBKM AMArHO3a, HANUUME/OTCYTCTBUE KU3HEYrpoXatoLLMX cuMnTomos (MKYC),
HAAMOYEUYHMKOBON HEAO0CTAaTOYHOCTMU, TaKTUKa BefeHns (B TOM uucne 0COBeHHOCTH XMPYPruyecKoro
noaxofa) u pesynbTaThl Tepanuu. MeamaHa Bo3pacTa Ha MOMEHT NOCTaHOBKY AnarHosa coctaeuna 1,9
Mecsua. MauneHTbl 6biny pasneneHbl Ha 3 rPynMbl: [eTU € NokanbHoi cTaguein BAHB, BonbHble C CTUHHO
4-i cTapmen 3abonesanus v naumeHTol ¢ 4S ctagven. Npeobnagany nauMeHTbl C MeTacTaTUYECKOM
chopMoit 3abonesaHus, NpeuMyLLIECTBEHHO 3a cueT 4S ctapun (55%, n = 16). [InA noaTBep:KAEHNS
nopa)keHns BTOPOro HafmnovyeyHnKa, yunTbiBas HU3KyI0 YyBCTBUTENbHOCTb MUBI -cunHTMrpadunm
npu onyxonsx Hebonblwux pasmepoB (MeHee 2 cM), cnenyeT nNpuberatb K KOMMIEKCHOMN OLEHKe
pe3ynbTaToB MHCTPYMeHTanbHoro uccnenosaHvs npv BAHB. Okono nMonoBWHbI BCeX NaLMEHTOB C
BAHB MMenu KNMHUYECKYID CUMNTOMAaTMKY Ha MOMEHT AMarHOCTMKKM 3abonesanus (48%), cBsAsaHHyI0
C HanMuMeM OMyxosieBOM MaccChbl B 3abPIOLLIMHHOM NPOCTPAHCTBE M MACCUBHOW renatomeranuven
BCMEACTBME METAcTaTUYECKOro nopaxeHus nevenun. Passutune XKYC Habmiopanoch y 34% nauveHToB.
OnHoi 13 ocobenHocTei npu BAHB Bbiro YacToe pasBuTME HAAMOYEYHMKOBOI HegocTaTouHoCTy (41%)
BCIIEACTBMWE NopaskeHns 06omx HagnoYeuHNKOB, YTO HeOBXOAMMO yUnNTbIBaTL BO BpeEMs obcrenoBaHus 1
Tepanuu. B cBsian ¢ HensbeskHbIM Pa3BUTMEM HaAMOYEYHMKOBOW HEJOCTaTOYHOCTH NPU ABYCTOPOHHEM
pamuKanbHOM YAANeHUM OMyXoin XMPYPruveckoe feveHne Takvmx nauneHTos TpebyeT nHavBmayanbHoro
noaxopa. [1ByCTOPOHHAS TYMOPaLpPeHanaKTOMUS HE PEKOMEHAYETCS U MOXeT BbITb NpeanpuHATa
nocne MexaucumMninHapHoro obeyskaeHns npu HebnaronpuATHOM TeueHun 3abonesaHus, Hanpumep,
npu peumamee. HecMoTps Ha paseuTue cobbituit (Mporpeccuu), mporHos npu BAHB oka3sbiBaetcs
BnaronpusaTHbIM. Tpex- n natunetHsas beccobbiTuitHasa BbixuBaemocTb npu BAHB coctasuna
86 + 6,4%. Tpex- n nATUNeTHAA o0bLwas BbiknBaeMocTb — 100%. AHanu3 naumenToB ¢ BAHB nokasan
Bonee bnaronpuaTHOe TeYeHWe OMyXoneBoro MPOLIECCa, YTO MOXKeT BbITb OCHOBaHWEM A5 OTHECEHUS
ux B ocobyio rpynny. YunTbiBasi 06beM nopaseHuns, 0cobeHHOCTM CTaAMpOBaHuUsA, a TakKe YyacToe
pasBWTMe HaAMoOYeYHUKOBOW HEAOCTATOUHOCTH, CTaHAapTHOe obcnenoBaHmne [OMKHO ObiTb AOMONHEHO
9HAOKPUHOMOMMYECKUM MOHUTOPWHIOM, @ XMPYPrivYeckne Noaxofbl AOMKHbI BbIBUPaTbCA NCXOAS M3
0COBEHHOCTEN KaXAoro cryyas.

KnioueBble cnoBa: He/ipobracTtoma, bunatepanbHas HevipobnacToMa, AeTH, HaANoOYeYHUKOBAs
HegocTaTo4yHOCTb
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Bilateral adrenal neuroblastoma: clinical presentation,
diagnostic and therapeutic approaches, treatment results

N.A. Andreeva, D.Yu. Kachanov, E.Yu. Ilyina, A.P. Shcherbakov, G.V. Tereshchenko, Yu.N. Likar, A.E. Druy,
V.Yu. Roshchin, M.Ya. Yagdarov, T.V. Shamanskaya

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology. Ministry of Healthcare
of the Russian Federation, Moscow

Bilateral adrenal neuroblastoma (BANB) is a very rare entity. It is more common in young children and has certain clinical features.
Patients with BANB have a more favorable prognosis than patients with unilateral adrenal neuroblastoma (NB). The article
presents an analysis of 29 cases of BANB in children who underwent treatment at the Dmitry Rogachev National Medical Research
Center of Pediatric Hematology, Oncology, and Immunology. This study is supported by the Independent Ethics Committee and
approved by the Academic Council of the Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology,
and Immunology. The analysis was performed for the period from April 2012 to December 2018. Bilateral adrenal involvement
was diagnosed on the basis of analysis/assessment of the results of all relevant imaging and instrumental tests. Additionally,
we performed a retrospective analysis of the findings of computed tomography, magnetic resonance imagining, and scintigraphy
with %|-metaiodobenzylguanidine (**I-MIBG). In view of ?3-MIBG scintigraphy sensitivity threshold, and in order to confirm the
diagnosis, imaging findings were reviewed by an experienced radiologist. The patients received therapy in accordance with the
risk-adapted NB-2004 protocol. Here, we analyzed the details of clinical presentation of the disease, age at the time of diagnosis,
time from the disease onset to diagnosis, the presence or absence of life-threatening symptoms (LTS) and adrenal insufficiency,
the aspects of patient management (including special aspects of surgical treatment), and treatment results. The median age
at the time of diagnosis was 1.9 months. The patients were divided into 3 groups: children with localized BANB; children with
true stage 4 disease; children with stage 4S disease. Most patients had metastatic NB, whereby stage 4S cases prevailed (55%,
n = 16). Given the low sensitivity of MIBG scintigraphy for the detection of small tumours (less than 2 cm), one should use a
comprehensive approach to the assessment of the results of imaging and instrumental tests in patients with BANB in order
to confirm bilateral involvement. At diagnosis, about half of the patients with BANB (48%) had clinical symptoms associated
with the presence of a retroperitoneal tumour mass and massive hepatomegaly because of liver metastases. Thirty-four
percent of patients developed LTS. One of the typical features of BANB was the frequent development of adrenal insufficiency
(in 41% of cases) caused by bilateral adrenal involvement, and this should be taken into account when performing diagnostic
investigations and providing treatment to patients. Since bilateral radical resection is associated with the inevitable development
of adrenal insufficiency, surgical treatment should be determined on an individual basis. Bilateral adrenalectomy is not generally
recommended and can be undertaken after an interdisciplinary discussion in case of unfavourable course of the disease (e.g.
in case of recurrence). Even if patients with BANB develop certain complications or events (progression) their prognosis is still
good. The three- and five-year event-free survival rates in patients with BANB were 86 + 6.4%. The three- and five-year overall
survival rates were 100%. The analysis of patients with BANB showed that they have a more favourable course of the disease,
and this may serve as grounds for assigning such patients into a special group. In view of the degree of tumour extension,
the specifics of staging, and frequent development of adrenal insufficiency, standard check-ups should be complemented by
endocrine monitoring, and surgical approaches should be chosen on an individual basis.
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enpobnacTtoma (HB) sBnseTca camoit yacToil

3KCTpaKpaHWanbHoOW COSIMAHON OMyXOSibl Y

peten, kotopas coctasnseT 6—10% Bcex 3moKa-
UeCTBEHHbIX HOBOOBPa30BaHwit AeTckoro BospacTa [1,
2]. Nuk 3aboneBaeMoCTH NPUXOAUTCA Ha AeTeil Nepeoro
rona su3uu [3]. Hb paseuBaetcs u3 KneTok-npen-
LUECTBEHHMKOB CUMMNATUYECKON HEPBHOW CUCTEMBDI.
B bonbwuHcTBe cnyyaes HB passuBaeTcs U3 MO3ro-
BOro BeLLecTBa HafnoyeyHnkos, cocTasnsaa 47% Bcex
cnydaes 3abonesaHus [4]. Passutve HB B 06oux Haamno-
YeyHMKax BCTpeyaeTcs KpanHe penko. B muposon
nuTepaType Ha AaHHbIA MOMEHT OnucaHbl eUHUYHbIE
KITMHWYECKME crnyyan bunatepanbHOM afpeHanbHON
HB (BAHB) nnu Hebonblume rpynnsl [5-10]. OgHu n3
Hanbonee KpynHbIX onucaHuin naumeHtoB ¢ BAHB
ony6nukoBaHbl hpaHLy3ckumm asTopamu B 2009 r. (15
cnyyaes 3a 16 net HabniopeHus) [5] n aMepuKaHcKnMm
yyeHbiMu B 2017 r. (32 cnyuas 3a 39 net HabniogeHus)
[8l.

Mcxops ns onucanHbIx B nuTepaType cnyyaes, BAHB
yalle pasBuMBaeTCAa y AeTeil MnaaLero sospacta (po 6
MecsLEeB), UMEeeT onpeneNieHHbIe KIIMHUYECKUE XapaKTe-
PUCTMKK, BCTPEYasCh Yalle y naumeHToB ¢ 4S cTapumen,
1 BrnaronpusATHbIN NPOrHO3 B OTNINYME OT AEeTew C yHUna-
TepanbHoit aHapeHarnbHoit Hb [5, 8].
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B cTaTbe npenctasneH aHanus cnyyaes BAHB naum-
€HTOB, NofyyaBLUKX nedyenne B ®IEY «<HMULL AFOU um.
OmuTpus Porauesa» MuH3gpasa Poccum.

MATEPWAIbI U METO[1bl NCCINEAOBAHUA

LaHHoe uccnepoBaHve ofobpeHo He3aBUCHMbIM
3TUYECKUM KOMWUTETOM W YTBEPKAEHO PeELUEeHUEM
yyeHoro coseta ®IbY «HMUL OTOU mum. Omutpus
Porauesa» MuHsapasa Poccuun. B aHanus Bbinu Bkio-
yeHbl 29 naumeHToB ¢ guarHo3om HB c nopaseHueMm
oboux HagnouyeuyHWKoB 3a nepuog c anpensa 2012 r.
no gekabpb 2018 r. (80 Mec), npoxoamBLLMX NeuyeHne
B ®IBY «HMUL, OrOWN wum. Omutpua Porauyesa»
MwuH3sapasa Poccun. CTaTyc nauneHToB OLeHMBancs Ha
01.12.2019.

ObLuas XxapaKTep1CTUKa MaUMeHTOB MpeLnCcTaBlieHa
B Tabrmue 1.

[na npoBefeHWsi CPaBHUTENbHOIO aHanusa nauu-
eHTbl ¢ BAHB Bbinu paspeneHbl Ha 3 rpynnbl B 3aBUCK-
MOCTW OT pacrnpoCTPaHEHHOCTH OMyXONEBOro NpoLecca:
1-a rpynna — netv ¢ BAHE ¢ nokanebHoi cTtaguei 3abo-
nesanus (1-3-a ctaguu; n = 5); 2-a rpynna — 6obHble
C MeTacTaTuyeckoit dopmoin (4-a ctagusa; n = 8);
3-a rpynna — naumenTsl ¢ 4S ctagmeit (n = 16).
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Tabnuua 1
Obuian xapakTepucTuka nauneHTos ¢ BAHB

Table 1

General characteristics of patients with bilateral adrenal neuroblastoma (BANB)
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He

MysKCKOIA _ _ oLeHUBanach _ _ _ o

19 0.7 yMale 1 Obs Was not * £ CR
examined
M 3 Obe/ + (npo—] +/+ (npo]rpec— .
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20 5.8 Male s IR * / * +?progres— +/+ (progres- Progression
sion) sion?
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HKeHckuii yo
24 9.7 Female 4 IR - + 1= - + G - PR

KeHckun no
25 Le6 Female 4 IR - - /= + + - - CR
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lpumeyvanne. 3peck n B Tabn. 3. Obs — rpynna Habnoaenws, IR — rpynna npomesyTo4yHoro pucka, HR — rpynna Beicokoro pucka, 10 — nonHewi oteet, OXY0 —
0YeHb xopoLunii yacTuyHbii otBeT, YO — yacTnyHbii otBeT, CO — cMeLluaHHbiVi oTBeT, Bl — bpiowHas nonocts, TA3 — TymopanpeHanakTomus, KYC — swu3sHeyrpo-
saltoiyee coctosime, [XT — nonnxummotepanus, JIT — yyeBas Tepanusi; * — OGHOKPATHOE CHUMXEHME KOpTHU3o/a, be3 3aMecTUTesIbHOM Tepanuu.

Note. Here and in Table 3: Obs — observation group, IR — intermediate risk group, HR — high risk group, CR— complete response, VGPR — very good partial response, PR — partial response,
MR - mixed response, Abd. — abdomen, LTC - a life-threatening condition, PCHT — polychemotherapy, RT — radiation therapy; * — a single episode of low cortisol concentration, without

replacement therapy.

B 3Tux rpynnax aHanuaupoBanucb 0CoBeHHOCTU
KITMHUYECKOW Npe3eHTaummn 3aboneBaHusl, BO3pacT Ha
MOMEHT MOCTaHOBKM AMarHosa, Bpems oT Havana 3abo-
NeBaHus 0 MOCTAHOBKM AMarHo3a, Hanuume/oTCyTCTBMe
KYC, HapnoyeuyHMKOBOW HELOCTATOYHOCTU, TaKTMKa
BefeHns (B TOM uncne 0CoBEeHHOCTH XMPYPruyeckoro
noaxofa) v pesynbTaTbl Tepanuu.

CnepyeT oTMeTUTb, UTo K JKYC OTHOCATCA TsMenble
COCTOSIHMSA, pa3BMBAIOLLMECS BCMEACTBUE MOPAKEHUS
OpraHoB ¥ CUCTEM OPraHOB OMyXOSIEBbIM MPOLECCOM,
KOTOpble B HEKOTOPbIX CIyyasix BbIIBAOTCSA NpW NpoBe-
LeHWn nabopaTopHO-MHCTPYMEHTASIbHbIX MCCNEefoBaHWA
B OTCYTCTBUW KITMHUYECKON CUMMTOMATUKM.

Bcem mauumeHTaM BbinonHanMchb nabopaTopHble
(oueHKa ypoBHA HelpoHcneundUnyeckoin eHonassl,
naKkTaTAerMaporeHassl, )eppuTMHa) U UHCTPYMEH-
TanbHble UCCefoBaHuS.

[na Bu3yanusaumu nepBuYHOM OMYyXONWU UCMONb-
30BanuUCb MeTOAbl YNbTPa3ByKoBOW (ynbTpa3sykoBoe
nccneposarnne (Y3M) opraHoB BpiOLIHOA MOMOCTM
(0BM)) n nyyesoit (koMnbloTepHan ToMorpadousa (KT)
OBl ¢ KOHTpPacTHbIM YCWUSIEHWEM, MAarHUTHO-pe30-
HaHcHas Tomorpadusa (MPT) OBl ¢ KOHTpaCTHbIM
ycuneHnem) AMarHoCTUKM. PesynbTaTbl aHaTOMUUECKOIA
BM3yanun3aLum NoBTOPHO PETPOCMEKTUBHO OLEHWMBANUCH
OMbITHBIM PEHTIEHONIOrOM 11 MOATBEPKAEHNSA BunaTte-
parnbHOro MOPasXeHNs HaANMOYEYHNKOB.

[N oUEeHKM HanNWuua 1 Nokanusauuu MeTacTaTuye-
CKUX 04YaroB BbINONHANM KT opraHoB rpynHOM KIETKU U
cuMHTUrpadomio ¢ %°lI-metaitonbeHannryaHmanmHom (2231-
MWBI) B pexuMe «Bce Terlo» ¢/6e3 NONONHUTENbHOro
npoToKona ogHOOTOHHOM 3MUcCcUoHHoOM KT, coBme-
weHHoi ¢ KT (OD3KT/KT), KOCTHO-MO3roBble MyHKLMH
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n3 4 Touek, Npu HeobxooMMOCTM NPOBOAWMM Opyrue
fononHuTenbHble Metofbl o6cneposanusa (MPT nopo-
3PUTENbHbIX Ha MOPaskeHWe aHaTOMUUECKUX 30H). CumH-
TUrpachust ¢ 21-MUBI Ha aMarHocTMUeckoM aTane bbina
[OCTyNHa TonbKo ana 19/29 (65,5%) nauneHTos. B nanb-
HeWLeM uccnenosaHue 6bino BbinonHeHo 28/29 (97%)
naumneHTaM. Kak n B cnyyae ¢ KT, 6bina BbiNofHeHa
MOBTOPHas, PETPOCMNEKTUBHAsA OLEHKa M30bpaskeHuin
cuMHTMrpachum ¢ 23-MABI ONbITHBIM BpauOM-paamo-
florom.

McTonornyeckoe uccnegoanne 6bino BbINOM-
HEeHO MHUUManbHO — 23/29 (79%) (nepeuuHas onyxonb —
19/23 (83%), meTactasbl — 4/23 (17%)), y 3/29 (10,5%)
NauMeHToB fMarHos 6bln yCTAHOBMEH Ha OCHOBaHWUM
KNMHUYeckoro obcnenosaHua 'y 3/29 (10,5%) — no
OaHHbIM MUenorpamMmbl, rae Bbinv BbiSBIEHb TUMWYHbIE
arnoMepatbl OMyXoneBbIX KNETOK. B panbHenweM ructo-
nornyeckoe nopTeepxaeHne HB Bbino nonyueHo B 4/6
(67%) cnyuasix. B 2/6 (33%) mppyrux crnyyasx rucro-
noruyeckasi Bepubpukaums omarHosa He npoeomunach
B CBSi3¥ C yCMeLUHbIM UCXOAOM bonesHu. B 2 ciyvasx
OMarHo3 rucTofIorMyeckn MOLTBEPKAEH NyTeM Mofy-
YeHwust onyxonesoro cybcTpaTa 0bovx HaLNMOYEUHUKOB: B
O[IHOM CIly4ae Npu NPOBELEHUN UHULIMANBHON onepaLimm,
B OpYyrom — npm onepauuu second-look.

UuToreHetnyecknme abeppauuu BbIABASANUCH
MeToAOoM dhNyopecueHTHOW rmbpuansauuu in situ:
25/29 (86%) naumeHTaM Ha TKaHu onyxonu/MeTtacrtasa,
1/29 (3,5%) — Ha KocTHOM Mosre, 3 (10,5%) 60mbHbIM
He NPOBOAMIIACH OLEHKa B CBAI3U C OTCYTCTBMEM MaTe-
puana. LinToreHetnyeckoe nccnenoBaHne onyxonu c
0beunx cTopoH bbino npoBefeHo 1 mauueHTy, pasnuuni
B pe3ymnbTaTtax He NoJly4YeHo.



OPUTUHAJNbHBIE CTATbU

CrapmpoBanune npu BAHB npoBoaunoch B COOTBET-
CTBUM C MexyHapoaHbiMu cTaHgapTamu International
Neuroblastoma Staging System (INSS), B kKoTopbix
pPeKkoMeHAyeTCcsa onpeaensaTb CTafMio OTAENbHO ANS
Kaxporo Hagnoyeynuka. Obwas crtagus 3abonesaHus
onpepenseTca no Haumbonee Mopa)XeHHOMY Hapno-
4yeuHuKy. B ouarHose gns ykasaHuus bunaTepanbHOro
MOPasEHWSI HAANOYEYHWKOB ClefyeT yKa3blBaTb CTaguio
apabckuMmu undbpaMu ¢ nUTepoit “m”, uTo o3HavaeT
MynbTUdOKasbHyIo onyxonb [11].

Tepanua nposogunacb No MoaMULUPOBAH-
HOMY npoTokoNny HeMeuKON OHKOMOrMyeckoMm
rpynnel NB-2004 [12]. B psge cnydyaes nauueHTam
B TAXENIOM cocTosiHuu ¢ 4S cTaguel 3abonesaHus
M MacCWUBHOW renatoMeranuen B KayecTBe MepBoro
Kypca MXT npoBoannu Kypcbl No cxeMe KapbonnatuH/
3TONO3NA.

Boina BbiNOMHeHa oleHka xapakTepa (ofHo-,
aBycTopoHss TAJ) n obbeMa (MakpocKonuuecku paau-
KanbHaa onepauusi, MaKpPOCKOMUYECKN OCTaTo4yHas
OMyXO0rb) XMpypruyeckoro neyeqns. 06beM xupypru-
4eCKoro BMeLLaTenbCTBa ONPefensanca onepupyoLmuM
XMPYProM. AHanu3 JaHHbIX NPOBOAMIICA PeTPOCNeK-
TUBHO MO MPOTOKOSaM Onepaumy.

OueHka oTBeTa Ha crneuuchuyeckyl Tepanuio
MPOBOAMIIACh COMflacHO MEeXAYHapOLHbIM KPUTEPUSM
[11].

CraTucTuyeckui aHanums

CTaTucTuueckuit aHanma faHHbIX MPOBOAMIICS NpU
nomowin Habopa npuknagHelx nporpamm Microsoft
Excel 2010 v nporpamMmHoro naketa XL Stat. [lns npea-
cTaBneHus BykBeHHbIXx 0003HaYeHU onucaTenbHbIX
CTaTUCTUK BbIM MCNONb30BaHbl MefiMaHa U pasMax.

[Ins OUeHKM BbIMBAEMOCTW WUCMOMb30BasivM METOf
Kannana—Maitepa [13].

O6uwasn BbisknsaemocTb (OB) oueHuBanach Kak
BpeMsi, MpoLlefLlee C MOMEHTa NOCTaHOBKU AMarHo3a
0O CMepTu nauMeHTa OT JobbiX NPUYMH MMM OaThbl
nocnenHero HabniopeHus 6onbHOro.

BeccobbiTuitHas BbiuBaeMocTb (BCB) oueHuBa-
nacb Kak BpeMsi, npoLlejliee ¢ MOMEHTa NOCTaHOBKM
OMarHosa oo HebnaronpuaTHOro cobbiTus, Non KOTOpbIM
NMOHUManuW NPorpeccuio, peurMamnB, CMepTb NauueHTa
0T NiobbIX NPUYMH MK AaTbl NOCNefHero HabnwoaeHUs
nauueHTa.

Mop nporpeccuei 3aboneBaHnss NOHUManNM MosiB-
neHvie noboro HOBOro OMyxoNeBOro 0Yara; yBesimyeHme
noboro fOCTYNHOrO U3MEpPeHMIo oYara Ha > 25%; BbisiB-
fieHMe MOpaKeHUss KOCTHOro Mosra knetkamu HbB B
Cnyyae, ecniv paHee OH He bblf1 nopaskeH.

Mop peuvaousoM 3aboneBaHMs NOHWManM MNOAB-
neHune niobbix HOBbIX OMYXONEBbIX 0YaroB y nauu-
eHTa, pocTurwero M0 no MexayHapOLHLIM KPUTEPHSIM
OLIeHKM 0TBeTa Ha Tepanuio y naumeHTos ¢ Hb.

PE3YJIbTATbl UCCITELOBAHUA

KnuHuueckas xapaKTepucTMKa NaumeHToB

Mpu aHanuse Bcew rpynnbl BONbHbIX HA MOMEHT
NMOCTaHOBKM AMarHosa knuvHuyeckue nposisnexHus HbB
Habniopganuce y 14/29 (48%) naumentos, y 15/29
(52%) yenosek onyxosib 0BHapPysKeHa CrydaitHo, B Xofe
MnaHoBoro obcrnenoBaHus unu obcnenoBaHUs no NoBoLy
Lpyrvix 3abonesaHuii.

Paseutue YKYC Habnioganock y 10/29 (34%) nauw-
EHTOB.

CoOTHOLLIEHME MO0 MOy MaJlbUMKU:LEBOUYKM COCTa-
suno 1,0:1,1 (rabnmua 1).

MenvaHa BO3pacTa Ha MOMEHT NOCTaHOBKM AMarHo3a
BAHB cocTasuna 1,9 (0,2-12,6) Mecsua, 60MbLIMHCTBO
naumeHTos 23/29 (73%) 6binu MnaaLe 6 Mecaues.

MeouaHa Bo3pacTa Ha MOMEHT MOCTAHOBKM
AvarHosa B 1-i rpynne naumeHTos (n = 5), 0THECEHHbIX
K NokanbHbIM cTaguam BAHB, cocTasuna 1,7 (0,2-8,8)
mecsua. B 2/5 (40%) cnyuasx onyxonb 6bina obHapy-
»KeHa B xofie npoBefeHns nnaHosoro Y3W, B ToM uucne
Y3W Bo Bpems BepemMeHHocTu. Mo nosony nosiBreHWs
KIMMHMYECKOM cuMnToMaTuku Y3W BeImonHANOCH 3 naum-
EHTaM: C KULLEYHON HEMpOX0AMMOCTbIO, MaCTOLIMTO30M,
TAMKENbIM TEUEHUEM FeMOSIMTUUYECKON BONesHU HOBO-
poskAeHHbIX. PassuTine KYC nmeno Mecto y 2/5 (40%)
nauueHToB (KoMnpeccus npuneskalumx opraHos). Bpems
OT MepBbiX NpPU3HaKkoB 3aboneBaHns A0 NOCTAHOBKU
omarHosa Hb cocTtasuno 20 (6—33) aHei.

MauneHTtaM 2-i rpynnbl (n = 8) ¢ 4-i cTaguen
3abonieBaHns OMarHo3 ycTaHaBnMBancs B BO3pacTe
6,1 mecaua (MenmaHa; pasbpoc: 1-12,6 Mec). lMepsble
KINIMHUYECKME CUMNTOMbI BbINIn CBSi3aHbl C 0BHapysKke-
HMeM MeTacTasos — 2/8 (25%), onyxonesoro obpaso-
BaHua B xuBoTe — 1/8 (12,5%), ¢ yBennueHneM xusota
B pasmepax — 1/8 (12,5%). B ocTanbHbIx criyyasx 3abo-
neeaHue mMenio 6ecCMMNTOMHOE TeuyeHWe, OnyXosb
Bbina obHapyskeHa B Xoae nposefeHus nnaHosoro Y3U —
4/8 (50%), B ToM uncne Y3W B poanome — 1/8 (12,5%),
Y3 no noBooy TeuyeHUs pOTaBUPYCHOM MHpeKuun —
1/8 (12,5%). }KYC y naumeHToB c 4-it cTagueit 3abone-
BaHUsl He BbIBNEHO. BpeMsi 0T nepBbix Npu3HaKkoB 3ab0-
NeBaHu1s [0 NMOCTAHOBKM 1arHo3a COCTaBUSI0 B CPEAHEM
39 (8-88) oHeit.

Y nauueHToB 3-i rpynnbl (n = 16) ¢ 4S craaueit
KMMHUYECKUIN OmarHo3 Bbin mocTaBneH B BO3pacTe
1,5 mecsaua (MeanaHa; pasbpoc: 0,2-6,1 mec). 3abo-
NeBaHve MaHWeCTUPOBANO C YBENUUYEHUS KUBOTA B
pasmepax B 4/16 (25%) cnyusx, NosiBNEHUsS NOLKONK-
HOro MeTacTaTMyeckoro ouvara — 1/16 (6,25%), yxya-
weHua obulero coctosHua — 2/16 (12,5%). ¥ 9/16
(56,25%) naumeHToB onyxonb 0BHapysKeHa CryyaiHo B
xofe nposeneHnst ckpuHuHrosoro Y3W (4/9, 45%), Y3U
B ponaoMe (3/9, 33%), Y3U Bo Bpemsa BGepeMeHHOCTH
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KnMHMuyeckKkas OHKoNnorums

PucyHok 1

KT naumenTa ¢ 1-n ctagunet BAHB: akcnanbHas npoekums, apTepuanbHas pasa KOHTpacTMpoBaHus. B npoekuum
060MX HAANOYEUYHMKOB BbISIBMEHbI MArKOTKaHHbIe 06pasoBaHus (YKasaHbl 3eneHbIMU cTpenkamu). Kpyrom obosHave-

Hbl KalbLMHATbl B CTPYKTYpe NaTosiornieckux obpasoBaHui

Figure 1

Computed tomography (CT) images of a patient with stage 1 BANB: axial view, arterial phase of enhancement. Soft-tissue
masses in the projection of both adrenal glands (green arrows). Red circles indicate calcifications in the structure of the

masses

PucyHok 2

KT nauuenTa ¢ 3-i1 ctagmeinn BEAHB, akcuanbHas npoekuus, aptTepuanbHas pasa KOHTPAcTMPOBaHMSA: A — KpaCHbIMU
CTPEenKaMmn YKa3aHo pacnpocTpaHeHne nepBruyHON OMyxonu 3a CPedHiolo NnHMIo; b — MaccrBHOe HeOAHOPOAHOE Mo

CBOEVi CTPYKTYpe 3a CYeT KarbLMHATOB M Y4acTKOB pacnafa obpasoBaHue NpaBoro HapnoyeyHuka (0bosHaueHo 3e-
NeHbIMK CTE)EJ’IKaMVI] Y MeHbLUee Mo pa3Mepam 0bpasoBaHue B Tene NeBoro HapnoueyHnka (0603HaueHo KpacHbIMM

CTpenkamu
Figure 2

CT images of a patient with stage 3 BANB, axial view, arterial phase of enhancement: A —red arrows show an extension of
the primary tumour beyond the midline; b — there is a bulky mass with an inhomogeneous structure due to the presence
of calcifications and zones of necrosis (green arrows) in the right adrenal gland, and a smaller mass in the body of the left

adrenal gland (red arrows)

(2/9, 22%). Passutne KYC Habniopanock y 8/16 (50%)
NaLMeHTOB 1 BbISI0 CBA3aHO C PasBUTHEM renaToMerasnuu:
Tamenoe obuiee coctosHue — y 6 (37,5%) naumneHTos,
TPYLHOCTW KopMneHusa — y 6 (37,5%), abixaTenbHas
HepocTaTouHocTh — Yy 3 (19%), neueHouHas HepocTa-
TouHocTb — y 1 (6%), nosiBneHne NaxoBbiX rPbisk — Y
1 (6%), cnaenenune cocynos v noukn —y 1 (6%) Gonb-
Horo. BpeMs oT nepBbix Npu3Hakoe 3abonieBaHus
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[0 MOCTAHOBKM AMarHo3a B cpegHeM cocTasuno 50
(3-182) nHeir.

InarHocTuka

/3MepeHne OHKOMapKepoB B KPOBU Ha HayaslbHOM
atane nposoaunocb 27/29 (93%) naumeHTam.
MHuuManbHbil ypoBEeHb OHKOMapKepoB 2 nauu-
EHTOB HEeW3BECTEeH BBUAY OTCYTCTBUS AAHHLIX C MecTa



OPUTUHANBHBIE CTATbU

PucyHok 3

Busyanusaums naumeHta c 4S ctaguent BAHB: A — KT, akcuanbHas npoekums, apTepuanbHas pasa KOHTpacTMpo-
BaHWA. B npoekumn 06omx HaONMOUEUHNKOB BbISiBIIEHbI MAMKOTKaHHbIE 0BpasoBaHusa (06BefeHbl CUHUM KOHTYPOM).
KpacHble CTpenku ykasblBaloT Ha HEOQHOPOAHOCTb CTPYKTYPbI NMEYeHU 3a CYET MHOMOUMUCIEHHbIX FMMOLEHCUBHBIX
BKINIOYEHWI — NPOSIBNIEHME MeTacTaTU4ecKoro pacnpoctpaHenus; b — KT, kopoHapHasa npoekuuwsi, apTepuasnbHas
(hasza KOHTpacTMpoBaHus. B npoeKumn 0b6omMx HagNnOUYEUHUKOB BbISIBIIEHbI MSAIFKOTKaHHbIe, HEOAHOPOAHbIE 3a CUeT
yUaCTKOB pacnaaa 06pa3oBaHns (ykasaHbl KpacHbIMU CTpenkaMm). CUHUI KPYr YKa3biBaeT Ha OfIMH U3 YYaCTKOB
HEOOHOPOLHOW CTPYKTYPbI NEYEHU 3a CYET MHOMOUMUCIIEHHBIX TMMOAEHCUBHbBIX BKIIOYEHWI — NPOsABIeHMe MeTacTa-
TUYECKOro pacnpocTpaHenusi; B — MPT, T2-B3BelLeHHOe n3obpaskeHue, akcuanbHas NPoekuus. 3eneHble CTPENKM
YKa3bIBaloT Ha MArKOTKaHHble 06pa3oBaHMst 060Mx HaLNoYeYHUKOB. CUHME CTPEIKM — MeTacTaTUYeCKue y3anbl B Na-
peHxuMe neyeHn. B HopMe napeHxvMa neyeHn Ha JaHHOM PeXMME CKaHUPOBaHUA UMEET MMNOUHTEHCUBHbIN CUIHAnN
Figure 3

Imaging findings of a patient with stage 4S BANB: A —a CT image, axial view, arterial phase of enhancement. Soft-tissue
masses in the projection of both adrenal glands (outlined with a blue line). Red arrows show an inhomogeneous structure of
the liver due to the presence of numerous hypodense inclusions — a sign of metastatic spread; b —a CT image, coronal view,
arterial phase of enhancement. In the projection of both adrenal glands, there are soft-tissue masses with an inhomogeneous
structure due to the zones of necrosis (red arrows). A blue circle shows one of the areas with an inhomogeneous structure
in the liver due to the presence of numerous hypodense inclusions — a sign of metastatic spread; B — magnetic resonance
imaging, T2-weighted image, axial view. Green arrows indicate soft-tissue masses in both adrenal glands. Blue arrows show

metastatic nodules in the liver parenchyma. Normal liver parenchyma is hypodense on T2-weighted images

®utenoctBa, rge bbina HauvaTa cneuudmueckas
Tepanus.

B 1-11 rpynne cpenHuin ypoBeHb HeMpoHcneumdmye-
CKoW eHonasbl cocTasun 77,3 (25-154) vr/mn, Bo 2-i —
180,4 (50-368) Hr/mn, B 3-i1 — 108,55 (22-299) Hr/mn.

BunaTtepanbHoe nopasxeHne HaLnoYeyYHUKoB bbifo
YCTaHOBMIEHO Ha OCHOBAHMM aHanu3a/oueHKu pesyrnb-
TaTOB BCEX WMHCTPYMEHTaNbHbIX METOLOB WMCCNeno-
BaHwusl, HO pe3ynbTaTbl KT niv MPT 6binu rnaBHbiMuK, MO
KOTOpbIM M onpepensanu bunatepanbHoe MoOpasKeHue.
BbINOMHEHHbIA PETPOCNEKTUBHbIA aHanu3 aaHHbIx KT/
MPT noateepaunn Hanuune uaMeHeHus/nopasmeHus
HAOMOYEUHWMKOB B KaxaoM criyuae (pucyrHku 1-3).

K coxaneHwuio, BeCb KOMMMEKC MHCTPYMEHTambHbIX
MccnenoBaHMin NPOBOAMICA HE BCEM MauMeHTaM B
CBA3W C TEXHUUECKUMU TPYAHOCTAMU U/UNK KIIMHUYECKM
TSOKEMbIM COCTOSIHUEM pebeHKa, B YaCTHOCTM CLMHTY-
rpachus ¢ Z|-MUBI Ha onarHocTMyeckoM aTane bbina
BbinonHeHa 19/29 (65,5%) nauveHTaM B pexuMe «Bce
Teno», a AonosfHuTeNbHbln npotokon O®IKT/KT -
TONMbKO y 13 BONbHbIX.

PeTpocnekTuBHbIM aHann3 nnaHapHbiX u3obpa-
MEHUN CUMHTUIpachmm ¢ 123 -MWBI NOATBEPLAUI HanMune
OBYCTOPOHHEro HakomnneHus B 06pa3oBaHMsAX Haano-
UEYHMKOB TOMbKO Y 3/19 (16%) naumenTos (pucyHok 4).
Mpu koppensaummn ¢ KT onyxonb ¢ obenx cTopoH Bbina
pocTaTouHo Bonblmnx pasmepos (camoe Marnoe obpa-
30BaHWe npesbiwano 2 cM). Y 15/19 (79%) naumentos

naTonornyeckoe HakonneHue 2-MIBI 6bino BbISBNEHO
TONbKO B 06pa30BaHNWM OQHOMO M3 HALMOYEYHUKOB, a Y
1/19 (5%) oTcyTCTBOBANO HAKOMMEHWE B MEPBUYHBIX
06pa3oBaHMsAX, HO DbINIO BbISBIEHO MeTacTaTUye-
CKoe nopaxeHue nedveHu. Mpu koppensauum ¢ KT y
10/19 (53%) u 6/19 (31,5%) nauneHTOoB pasMepsbl
obpa3oBaHuWin B OQHOM W3 HAAMOYEYHWMKOB, HE Haka-
nnusaioLmMx 23-MIBI, He npeBbIlany 2 1 3 cM CooT-
BETCTBEHHO. [lononHuTenbHbiin npoTokon ODIKT/KT
npu cumHTurpacoum ¢ 21-MUBT BbinonHeH y 4 (67%)
13 6 naumeHToB ¢ 06pa3oBaHMEM B KOHTpraTepasibHOM
Ha@NoYeyYHNKe pa3MepoM OKOJI0 3 CM, NMaTonorMyeckoe
HaKOM/eHWe TaKKe He BbiABNEHO (pucyHok 5).

LiuToreHeTuyeckoe nccneposaHmne

HebnaronpusiTHble uMToreHeTnyeckue abeppauuy,
B YaCTHOCTM amnaudpmkaumsa reHa MYCN, Bbinn obHa-
pyskeHbl y 3/26 (11,5%) 6onbHbIx (2-1, 3-a rpynnbi),
KOTOPbIM BbIMOMHANOCH UCCMNEA0BaHNE. 3TN NaLMEHTbI
Bbin cTpaTMdULMPOBaHbI B FPYNMy BbICOKOrO pUcka. Y
HWX e BbISBNIANACh NoTeps reTepo3nuroTHOCTH/Aeneums
1p (3/3).

Pacnpepenenue no rpynnaM pucka

Mcxoms w3 mpoBeLeHHOro AWarHOCTUYECKOro
aHanusa, B 1-i1 rpynne naumeHTOB C fOKanbHbIM 3abo-
nesaHueM (n = 5) 1-a cTagms 6bina yctaHosneHa 2/5
(40%) nauuenTam, 2-1 cTagus — 1/5 (20%), 3-a cTagus —
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KnMHMuyeckKkas OHKoNnorums

PucyHok 4

Cumnturpachus ¢ 25-MUBI: nnanapHoe u3obpaskeHne naunenTa ¢ bunatepanbHoi HB (cnesa — B nepeHeit npoek-
UMM, cnpaBa — B 3afiHel), IeMOHCTpupYyioLLiee HakonneHne MBI B nepBUYHOI OMyXOnu C NPaBOiA U NEBOM CTOPOH,
Bes Hannuna MeTacTaTiueckux ouaros (A); akcuanbHbiit cpes OGIKT/KT (B) n KT 6es koHTpacTa (B) nyuiie noka-
3bIBaloT 06pa3oBaHMs HaAMOYEYHUKOB C FeTEPOreHHbIM HaKoMNeHMeM panuodapMnpenaparta

Figure 4

123]-metaiodobenzylguanidine (*?°I-MIBG) scintigraphy: a planar image of a patient with bilateral neuroblastoma (on the left —
anterior view, on the right — posterior view), demonstrating MIBG uptake in the primary tumour on both right and left sides, no
signs of metastatic foci (A); an axial single-photon emission CT/CT fused image (B) and CT without contrast enhancement (B)
are superior for the detection of adrenal masses with heterogeneous enhancement

2/5 (40%). Bce oHu Bbinu oTHECEHbI B rpynny Habriio-
AeHUs.

B rpynny nauuweHToB c 4-i cTtaguen 3abonesaHus
(n=8) Bown 7/8 (87,5%) nauMeHTOB MPOMERYTOUYHOr0
pucka, 1/8 (12,5%) 6ornbHO BLICOKOro p1CKa.

B rpynny nauwenToB ¢ 4S ctapueit (n = 16) 6binu
BKIioueHbl 2/16 (12,5%) nauneHTa rpynrbl BbICOKOrO
puCKa, oCTarnbHble BoJbHbIe OTHECEHbI B rpynny Habrio-
nenus — 14/16 (87,5%).

INeuenune

Tepanusi NpOBOAWMACh COrMacHO pUCK-aganTu-
poBaHHoMy npoTokony NB-2004 28 nauveHTtaM. OpuH
MauMeHT MoMyYun HenporpamMMHyio xumuotepanuio (1
Kypc).

B 1-# rpynne NMXT nposoaunacs 2/5 (40%) naumeHTam
B cBsi3n ¢ HanmumeM XKYC B konuuecTtse 1 u 4 kypcos no
cxeme N4 B Lensax COKpaLLeHUs MHULMAbHON OMyXomu.
lMepen HauanoM Tepanuu gaHHbIM NauneHTaM bbina BbInon-
HeHa Buoncusa obpasosanus. Onepaums B 06beMe 0fHOCTO-
poHHen TAJ 6bina BbinonHeHa 4/5 (80%) nauveHTam
(Makpockonuuecku panvkanbHas onepaumus — 3, Makpo-
CKOMWYECKM HepaduKarbHas onepaumnsa — 1). OgmH (20%)
13 5 MaumeHToB cneundInYecKyio Tepanuio He mosyyarn,
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OCTaBfeH MOA AMHaMuyeckuM HabniopeHueM. OpHoMy
NauMeHTy, KOTOPOMY Ha NepBOM 3Tarne neyeHust Bbina
BbinosiHeHa TA3 ¢ 0QHOM CTOPOHbI, NPOBENEHa OPraHoCco-
XpaHsiioLLasn onepaumus ¢ KOHTpaTepasnbHOW CTOPOHbI BO
BpeMsl ToKarnbHoM nporpeccuu 3abonesanus. J1T He npoBo-
munack. Bce naumeHTbl 3aBepLUMIM Tepanuio.

Bce nauveHTbl 2-# rpynnbl ¢ 4-11 cTaguei 3abo-
nesaHua nonyumnu nporpammuyio NXT (ang rpynnb
npoMeskyTouHoro pucka — 7/8 (87,5%), Bbicokoro
pucka — 1/8 (12,5%)). Buoncus onyxonu Ha NepsoM
aTane 6bina BeinonHeHa 2/8 (25%) nauneHTam, Guoncus
MeTacTasa — 2/8 (25%). o Hauana MXT TA3 Bbinon-
HeHa 3/8 (37,5%) naumenTam, nocne Hauana MXT -
4/8 (50%). OgHOMY naumMeHTy aMarHo3 Bbin ycTaHOBIIEH
No JaHHbIM MMUenorpammbl. TakuMm obpa3oM, OAHOCTO-
poHHsasa TAQ ebinonHeHa 7/8 (87,5%) maumeHTam B
0bbeMe MaKpOCKOMUUECKU pafuKamnbHOW onepauumu,
npuyeM 1 naumeHTy npoBefeHa MakpOCKOMUYECKU pafu-
KanbHas onepauus ¢ OAHON CTOPOHbI U MaKpPOCKOMU-
YECKM HepapuKanbHas onepaums ¢ COXpaHeHUeM TKaHW
HaAmnoyeyHKa ¢ KOHTpnaTepanbHon cTopoHbl. OgHoMy
(12,5%) u3 8 nauneHToB TA3 He BLINOMHANACH B CBA3W
C XOPOLLMM OTBETOM Ha xummnoTepanuio. J1T He npoBoau-
nacb. Bce naumeHTbl 3aBepLUMIM Tepanuio.



OPUTUHAJNbHBIE CTATbU

PucyHok 5

Cumnturpachus ¢ @-MUBI: nnanapHoe u3obpaskenue naunenta ¢ BAHB 4S ctanum (cnesa — B nepeHeit npo-
€KUMK, CrpaBa — B 3afHel) — onpefensieTcs ouarosoe Hakonnexve *#-MUBI B npoeKumy JeBOro HapMoYeyHKa
(nepeuuHas onyxonb), B NPOEKLMM NMPaBOro HafnoYeyHUKa onpeaenuTb HakorneHue 23-MUBT HeBO3MOKHO 13-3a
MHTEHCMBHOIO HaKoMeHMs neyeHbio (MetTactatuuyeckoe nopaskerue) (A); akcnanbHbiit cpes ODIKT/KT (B) n KT bes
KoHTpacTa (B), HakonneHre B 06pa3oBaHMM NPaBoro HaANoOUeYHMKa [OCTOBEPHO He BbISBIIEHO

Figure 5

125-MIBG scintigraphy: a planar image of a patient with stage 4S bilateral neuroblastoma (on the left — anterior view, on the
right — posterior view) reveals focal '?3|-MIBG uptake in the projection of the left adrenal gland (primary tumour); **|-MIBG
uptake in the projection of the right adrenal gland cannot be seen due to intense tracer uptake by the liver (metastatic
involvement) (A); an axial SPECT/CT fused image (B) and CT without contrast enhancement (B): no clear signs of uptake in the

right adrenal mass

A

MauvenTtam 3-# rpynnel ¢ 4S cTtaguen ¢ XKYC
(n = 8) Ha nepBoM 3Tane BbiNonHANack Guoncus obpaso-
BaHus — 3/8 (37,5%), Guoncus mMetactasa — 2/8 (25%),
HanoseHue nanapoctoMbl — 4/8 (50%) (1 naumeHTy BO
BpeMs nporpeccuu). Mpu BbINOSHEHUM JTANapOCTOMUM
Ha NepBOM 3Tane Tepanuu NapanfieflbHO BbIMOSHA-
nacb 6uoncus MetacTaTudeckoro ouara (n = 1), TA3
(n=1). B 1 cniyuae 6uoncus onyxonu He NPoBOAMIach B
CBSI31 C TAeESbIM COCTOsIHMEM pebeHKa 1 pa3BuBaBLUENCS
KoarynonaTuein Ha poHe MacCHMBHOIO METACTaTUYECKOrO
nopaseHus neveHn. Bce nauveHTbl rpynnbl Habnio-
penus nonyyanu MNXT ot 1 po 3 kypcos. OgvH nauueHT,
OTHOCMBLUMICS K FPynne BbICOKOrO PUCKa, MOJSyuws
MPOrpPaMMHyI0 TEPAMUIO C NMPOBEAEHNEM WHTEHCUBHBIX 6
Kypcos [MXT, ayTonornyHom TpaHcniaHTaumMm reMono-
3TMUYECKMX CTBOMOBbIX KNeTok (ayTo-TICK) ¢ nocneny-
loen audpdpepeHumposoyHon Tepanvein. Onepaunsa B
o6beMe ogHocTopoHHel TAS BbinosnHeHa 4/8 (50%) naum-
eHTaM: 2 — nepep Havanom MNXT, 2 — nocne Hauana MMXT.
JIT Ha obnacTb MeTacTaTMUYeCKn MOpasKeHHOW NeyveHn B

CyMMapHoI o4yaroBov fo3se 4,5 'p nonyunnu 3 naumeHTa.
Bce naumeHTbl 3aBepLUMM NleyeHwe.

Cpenn naumeHtoB ¢ 4S cTaguen 6e3 XKYC
(n = 8) Ha nepBoM 3Tane buoncua MeTacTasa BbiMosHEHa B
1/8 (12,5%) cnyuae. OnHocTopoHHas TAS nposeneHa 5/8
(62,5%) naunenTam. Takke 1 naumeHTy nposeneHa TA3 ¢
O[HOW CTOPOHbI BO BpeMst nporpeccuu. Mporpammuas MXT
npoeoauniach 1 naumneHTy, OTHOCALLEMYCS K Fpynmne BbiCO-
koro pucka. J1T He nposopunack. Bce BonbHble 3aBep-
UMY NEYEHVE.

HapnoueuHukoBas HeAOCTAaTOUHOCTb

Y 12/29 (41%) nauneHTOB OTMEYanoch passuUTHe
Ha@NoOYeUHUKOBOM HEAOCTaTOUHOCTH, NpudeM y 7/12
(58,3%) BorbHbIX ee NpuU3HaKK1 HabnoanUCch Ha MOMEHT
OmarHocTtvikm 3abonesanus, y 4/12 (33,3%) — passunnce
nocre onepaTtuBHoOro neuenust, y 1/12 (8,3%) — Bo BpeMst
atana ayto-TICK.

Y 1/12 (8,3%) nauveHTa Habniopanocb OQHOKPaTHOE
CHMKEHUEe KOPTM30s1a Nocne ORHOCTOPOHHe TAD.
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Tabnuua 2

XapakTepucTtuka obpasoBaHuUin HAAMOYEUYHNKOB Y
nauneHToB ¢ BAHB nocne 3aBeplueHnsa Tepanuu
Table 2

Characteristics of adrenal masses in patients with BANB after
the completion of treatment

Mpasbii NeBbiit

MauneHT HapnouyeuHuk Hapnoueuhuk CraTtyc Ha 01.12.2019

Patient Right adrenal  Left adrenal Status on 01.12.2019
gland gland
HeT obpasoBaHui
1 $ $ No tumours
HeT obpasoBaHuii
2 1 5 No tumours
3 = = =
HeT obpasoBaHuii
4 6/1 6/3 No tumours
HeT obpasoBaHui
5 3 3 No tumours
HeT obpasosaHui
Ha MOMEHT CHATUA
6 1 5 C Tepanuu
No tumors at the time
of withdrawal of therapy
HeT obpasoBaHuit
7 1 s No tumours
HeT obpasosaHui
8 $ $ No tumours
HeT obpasoBaHuit
? 1 3 No tumours
HeT obpasosaHui
10 1 5 No tumours
HeT obpasoBaHuit
1 1 6/3 No tumours
HeT obpasoBaHui
12 $ 1 No tumours
HeT obpasoBaHuii
13 3 6/1 No tumours
HeT obpasoBaHuit
14 8 3 No tumours
HeT obpasosaHui
15 $ 1 No tumours
OcTaTtouHas onyxosb
16 4 5 cnpasa
Residual tumour on the right
HeT obpasoBaHuit
1 5 5 No tumours
HeT obpasosaHui
18 $ 1 No tumours
HeT obpasoBaHuit
19 1 5 No tumours
OcTaTouHas onyxosb
20 6/7 1 cnpasa

p
Residual tumour on the right

OcTaTouHas onyxosb
21 1 2 cnesa
Residual tumour on the left

HeT obpasosaHui
No tumours

HeT obpasoBaHuit
No tumours

22 3 1

23 3 1

HeT obpasoBaHui
No tumours

HeT obpasoBaHuii
25 1 3 No t%mours

1 HeT obpasoBaHui
No tumours

24 1 7/3

26 3

OcTaTouHas onyxosb
27 1 2 cnesa
Residual tumour on the left

HeT obpasoBaHuii
No tumours

28 3 3

HeT obpasoBaHuit

29 1 3 No tumours

anMe‘-laHMe. 1- OrnyXoJib Haano4Ye4yHuKa ynarneHa, 2- COKpallleHne onyxosnun
nocne [IXT; 3 — nonHbii perpecc onyxonu nocne [NXT, 4 — cokpalyeHne
onyxonu 6e3 [N1XT; 5 — nonHbi perpecc onyxonu 6e3 [1XT; é6 — nporpeccus;
7= HepaanKasibHasa onepaunsa (MaKpOCKOI'IM‘JeCKM ocTaTto4YyHas OﬂyXO}'Ib).
Note. 1 — adrenal tumour is removed; 2 — reduction in tumour volume after PCHT;
3 — complete tumour regression after PCHT, 4 — reduction in tumour volume without
PCHT, 5 — complete tumour regression without PCHT; 6 — progression, 7 — non-radical
surgery (gross residual tumour).
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B 1-1 rpynne nauneHTOB HaAMOYEYHWUKOBAs HEelo-
cTaTouHocTh paseueanack B 4/5 (80%) cnyuasx, Bo
2-1—81/8 (12,5%), y 1 6onbHoro Habnopanoch 0aHo-
KpaTHOE CHWEHWe KOpTU3ona nocne onepauuu, B 3-i
rpynne — B 6/16 (37,5%).

OTBeT Ha Tepanuio NepBoii SIMHUM

MO Ha Tepanuio nonyveH y 12/27 (44%) nauneHTos,
OXYO —y 2/27 (7%), Y0 -y 8/27 (30%), CO -y 1/27
(4%), nporpeccus sabonesaHus oTMeueHa y 4/27 (15%)
YernoBekK: fokanbHas — y 2, KOMbUHUpoBaHHasa — y 2.
[lByM naumMeHTaM OLEeHKa 0TBETa Ha Tepanuio He MPOBO-
Ounacb BBULY OTKa3a OT BbIMNOMHEHUSI KOHTPOSIbHbIX
nccnenoBaHUi, OQHAKO M3BECTHO, YTO OHM Ha AaHHbIN
MOMEHT KMBbl B€3 MPU3HAKOB OMyXO0JN, YTO MOTEHLM-
anbHO MOXeT paccMaTpuBaTbes Kak [10.

B 1-i1 rpynne MO Ha Tepanuio gocTurHyT y 2/5 (40%)
naunenTos, 0XY0 —y 1 (20%), yacTnunbii —y 1 (20%),
nporpeccus 3admkenposaHa y 1 (20%) GonbHoro.

Bo 2-i1 rpynne MO Ha Tepanuio 3adoMKCUPOBaH Y
2/8 (25%) naumentos, Y0 —y 5/8 (62,5%), CO -y 1/8
(12,5%).

B 3-it rpynne MO pocturuyT y 8/16 (50%) naum-
eHToB, OXYO —y 1/16 (6,25%), Y0 —y 2/16 (12,5%),
nporpeccus sadoukeuposara y 3/16 (18,75%) borbHbIX,
HeT JaHHbIX — 2/16 (12,5%).

TaK e Bbin NpoBeaeH aHanm3 AMHaMUKN U3MEHEeHMIA
pa3mepoB 06pa3oBaHMi HaANoOYeuYHNKOB U DaKTOPOB,
KOTOpble NMPUBENM K 3TUM U3MeHeHuaM (Tabrmua 2).

B 1-i rpynne 4/10 (40%) HapnouyeuHuka 6Gbinn
xupyprudeckn yaanensl, 3/10 (30%) — nonHocTbio
perpeccuposany 6es MXT, 1/10 (10%) — cokpaTunca B
pasmepax nocne nonyyenus MXT, 1/10 (10%) — non-
HocTblo perpeccupoBan nocne [IXT. OTMeueHa
nporpeccus onyxomv B 1/10 (10%) HapnoueuHwKe.

Bo 2-i rpynne ynanewo 7/16 (43,75%) waano-
YEYHMKOB, NOSIHOCTLIO perpeccupoBanu nocne MNXT -
8/16 (50%), cokpatunca B pasmepax nocne MNXT —
1/16 (6,25%).

B 3-i1 rpynne ynaneHo 8/32 (25%) HannouyeuHMKOB,
nporpeccus — 4/32 (12,5%), nonHocTbio perpeccu-
poBanu 6e3 MXT — 4/32 (12,5%), nonHocTbio perpec-
cuposanu nocne MXT — 13/32 (40,5%), cokpalleHue
pasmepos 6es MXT — 1/32 (3%). OgHoMy nauueHTy
rnocre OKOHYaHUs Tepanun KOHTPOsbHbIE 0bCenoBaHus
He BbINonHsAnMch (0TKas poauTenei).

Mporpeccus sabonesaHus

Mporpeccus 3abonesaHua Habriopanach y 4/29
(14%) naumenTos: y 3/4 (75%) c 4S ctaguen, y 1/4
(25%) — ¢ 3-1 ctaavmeit (Tabrmua 3). Mporpeccus y 2/4
(50%) nauweHToB Bbina nokanbHo (yBenuueHne paHee
HE OMepupoBaHHOro Haanoyeunuka), y 2/4 (50%) —
KoMbuHMpoBaHHON. B mocnepyiolleM Tepanusa NpoBo-
OMNach COrMIacHO rpynne BbICOKOro pucka — 1/4 (25%)
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Tabnuua 3
XapaKTepMCTI/IKa nauneHToB BO BpeMA nporpeccuu 3aboneBaHus
Table 3
Patients' characteristics during disease progression
2 ©
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KombuHmpoBaHHas
Kombuhmpo- nporpeccus 2 (3a 10 kypcos MXT
BaHHas (3a CYEeT MeTacTaTn- + TAS + pudp-
CyeT MeTa- YeCKOro ropaxe- hepeHumpo-
CTaTn4eckoro HUS KOCTEN CKe- BOYHas Tepanusa
nopaxeH1s 1 kypc MXT neTa v KOCTHOro 13-umc-PeTuroe- 4o
4 4S  Obs = MAFKUX TKa- | Obs 1 Courys'; of PCHT Mo3ra) IR" goii kucrotoit PR
Het) Combined pro- 10 courses of PCHT
Combined (due gression 2 (due to + adrenalectomy
to metastatic metastatic involve- + differentiation
involvement of ment of the skeletal therapy with
the soft tissues) bones and the bone 13-cis-Retinoic acid
marrow)
Kombuhmpo-
BaHHas (3a
cueT MeTa- 10 kypcos NXT + pudddpe-
CTaTUYECKOro PeHuMpoBOYHas Tepanusa
TAS MOPAMEHNS KO- 13-unc-Petutoesoit no
11 45 0bs  )yenalectomy creit crenera) MR KMCTIOTOM CR - -
Combined (due 10 courses of PCHT + dif-
to metastatic ferentiation therapy with
involvement 13-cis-Retinoic acid
of the skeletal
bones)
2 rypca MNXT +
nanapocToMus
+NT45Tp TNokanbHas TA3 no
13 45 Obs 2 courses Local Obs Adrenalectomy CR - - -
of PCHT +
laparostomy +
RT 4.5 Gy
10 kypcos MXT +
amdpdoepeHumnpo-
BOYHas Tepanus
13-unc-PetuHoe-
BOM KUCNOTOM
(1 rypc, npopon-
waetcs),
OpraHocoxpaHsi-
JTokanbHas loLLas onepauus
TA3 JTokanbHas 1 kypc MXT Mo
20 3 Obs Adrenalectomy Local Obs 1 courysg of PCHT nporpeccis 2 IR B (Mol

Local progression 2

pasnibHON CTOPOHbI
10 courses of
PCHT + differenti-
ation therapy with
13-cis-Retinoic
acid (1 course, is
underway)
organ-sparing
surgery on the con-
tralateral side

BOsIbHOMY, MPOMERYTOUHOMO prcka — 2/4 (50%), Habnio-
neHus — 1/4 (25%). MaumneHTy, cTpaTUULMPOBAHHOMY B
FPynmny BbICOKOrO PUCKA, B CBA3U C BO3HUKLLUMMM OCIIONK-
HEeHUAMM B Xoae Tepanuu (MoyeuHas TOKCMYHOCTb) He
BbinonHsanca atan ayto-1I CK, BMecTo aToro bbina npose-
LeHa KoHconuaupyoLas Tepanus no cxeme N7 — 4 kypca.
Ha nepBom 3Tane ogHOCTOpPoHHss TAD Bbina BbIMonHeHa 2
nauveHTaMm. [IByM apyrvm 6onbHbIM NpoBefeHa 0fHOCTO-
poHHsst TAS B nporpeccun 3abonesaHus. [1ByCTOPOHHSAS
onepauusa B 06beMe MaKpOCKONMYECKN paanKkasnbHon TA3
C OfIHO¥ CTOPOHbI (BO BpeMsi MepBoi NUHUM Tepanum) u
MaKpPOCKOMUYECKN PaanKanbHOW onepauumn ¢ CoXpaHe-
HWEM TKaHW HaANoYeYHMKa C KOHTpaTepanbHOW CTOPOHDI
npoBoamack 1 naumeHTy B CBA3W C JTOKasbHOM Nporpec-

cueit 3abonesaHus (onepauws BbinonHeHa dpespane
2020 r.). B nocTonepauuoHHOM Mepuoae y AaHHOro
nauveHTa Habnioganocb pasBuTUE HALMNOYEUYHUKOBOM
HepocTaToYyHOCTH, noTpeboBaBLUel 3aMeCTUTENbHOW
Tepanuu.

Y 3 nauveHTOB nocrne npoBefeHus NPOTUBOPeL-
LvBHOW Tepanuu 3adomkemposaH M0, y 1 — Y0. Ha doHe
MPOBELEHHON TEPANUM HEOMEPUPOBAHHBIN HALNOYEYHMK
MOJSTHOCTbIO PErPeccMpoBars BO BCEX Cryyasx.

MporHos

HecMoTps Ha Hannune cobbiThit (B AaHHOM crydae
NoKanbHOM 1 KOMBUHMpoOBaHHOW mporpeccun 3abo-
neBsaHusa), NporHos Ansa naumeHTos ¢ BAHB okasancs
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BbnaronpusiTHelM. Ha MOMEHT HanucaHusi cTaTbu BCe
NaLMeHTb! XKMBbI.

TpexnetHsaa BCB npu BEHE cocTtasuna 86 + 6,4%,
5-netHas BCB — 86 + 6,4%, 3- n 5-netHsa OB cocTa-
Buna 100%.

OBCYXXIOEHUE PE3YJIbTATOB UCCITELLOBAHUA

BAHB fasnsetca kpaiHe peakon dopmon HB,
MO3TOMY Ha AaHHbIA MOMEHT HeT YEeTKOro MOHUMMaHUA
KNMHUYECKMX M Buonornyecknx ocobeHHOCTeW LaHHOWM
onyxonu. B xope aHanu3a nutepatypbl 1 pe3ynbTaToB
cobCTBEHHOrO onbiTa 0TMeYeHo bonee bnaronpusaTHoe
MoBefeHWe faHHOM OOPMbI OMyXOSK, HECMOTPS Ha nopa-
seHue obonx HagnoueuHukos [8], xoTa n3BecTHO, UTO
nokanusaumna Hb B HagnoyeyHuke Npu ero ogHOCTO-
POHHEM MOPasKeHUn ABNAETCA NPOrHocTUYeckn Hebna-
ronpuATHbIM NpuaHakoM [14]. Takum obpasom, BAHB
HeobxoauMo BbIAENATL B 0cobyto rpynny BBMAY mopa-
eHns 0BoMx HagNOYEeYHVNKOB C MEXANCLMMNIVHAPHbLIM
06CyKOEHNEM XMPYPIrUUECKON TaKTUKM C BO3MOXHOCTbIO
MaKCUMamnbHOro COoXpaHeHus ux yHkuuu. MNostomy
onmncaHne KNMHUYECKNX 0COBEHHOCTEN faHHOM OMyX0su
Ha bonbloN KoropTe MauueHTOB HeobxomuMMo Ans
6oree NONHOro NOHMMaHWsi BUOMOrNYECKOro NoBeeHNs
BAHB.

[MopaxeHne 0HoOMX HAAMOUYEUYHWKOB MOMET BbiTb
CUHXPOHHbIM 1 MeTaxpoHHbIM. B nuTepaTtype obcyxpa-
€TCS BOMPOC O BEPOSATHOM METaCTaTUYECKOM MOPAKEHNM
BTOPOro HagnoyeyHuka npu Hb, ogHako 0OCTOBEPHbIX
[OKasaTenbCcTs aToMy HeT [9].

OpHow M3 oTnUuMTenbHbIX ocobeHHocTen BAHB
ABNSETCA PaHHUI BO3pacT Ha MOMEHT MOCTaHOBKM
OuarHosa. B Hawen koropTe nauveHTOB MeAuaHa
BO3pacTa Ha MOMEHT MOCTaHOBKM JMarHosa cocTa-
una 1,9 (0,2-12,6) Mecsua, 4TO COOTBETCTBOBASIO
nuTepaTypHbIM nokasaTensam [8]. Hanbonee Mononoi
noArpynnon Bbinu mauMeHTbl C MeTacTaTuyeckon 4S
cTaguei. MeguaHa Bo3pacTa Ha MOMEHT MOCTaHOBKM
oMarHosa coctasnsna 1,5 (0,2-6,1) Mecaua, uto 6bio
MeHblle YeM B 2 Apyrvx rpynnax. AnutensHbIi nepuog
oT nebioTa 3aboneBaHns [0 NOCTAHOBKU IMarHo3a y 3Tux
BonbHbIX eLle pa3 NogvyepkuBaeT, UTo 3To Hambonee
loHasl MOArpynna nauneHToB. PaHHWA Bo3pacT, TasKesbIn
COMaTMYEeCKMIN CTATyC 3a CYeT MeTacTaTUYecKoro
nopaeHusi neyeHu, Hanuume XYC 1 BbICOKWI ypOBEHb
PasBUTUS HAAMNOYEYHNKOBOW HEJOCTaTOYHOCTM NMOAYeEp-
KMBAIOT CITOXHOCTb BEAEHWS Takux BonbHbIX, Heobxo-
AMMOCTb CO3AaHMS KOMaHAbl CreumanucTos (Bkiiouas
9HLOKPWHOMOra, HeoHaToslora, peaHumaronora) ans
LOCTMKEHUSA XOPOLUMX Pe3yfibTaToB Tepanuu.

lMaumeHTbl C UCTUHHOW MeTacTaTuyeckon hopMon
3abonesanns (4-a ctagms no INSS) xapaktepusosa-
nucb HawbBonblinM Bo3pacToM (MefuaHa Bo3pacTa
Ha MOMEHT MoCTaHOBKM AmarHosa — 6,1 mecsaua). B
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3TOM Xe NOArpynmne oTMeYeHbl CaMble BbICOKME MOKa-
3aTefln OHKOMapKepoB, 4YTO elle pa3 MOAYEpKHU-
Bano pacnpoCcTpaHeHHbI XapaKTep OMyXoneBoro
npouecca.

Bonblie nonosuHbl nauveHToB ¢ BAHB (16/29,
55%) cocTaBnsanm fetu, oTHocsLwmMecs K 4S cTaguu, uTo
B/IMASI0 KaK Ha BO3pacT BObHbIX HA MOMEHT MOCTaHOBKM
AMarHo3a, Tak M Ha KNMHUYeckne ocobeHHoCTV MaHude-
cTauuun 3aboneBaHusi, BeleHUs NMaUWMEHTOB M MPOrHO3.
Mo nutepaTtypHbiM faHHbIM, BAHE coctaBnset 6—14%
crnyyaes y nauneHTos ¢ 4S ctagmeit [10, 15].

PaHHMI Bo3pacT pa3sutus 3aboneBaHus, a Takxe
0JHOBpPEMEHHOEe Mopa)eHne 060oMx Hagmo4YeYHUKOB
npennonarailoT BKMaA MOJIEKYNAPHO-TFEHETUYEeCKUX
cobbitun B passutne BAHB, B vyacTHocTM Hacneg-
CTBEHHOW NpPenpacnonoXeHHOCTH U ponu reHoB ALK 1
PHOX2B [16, 17] B naToreHese HB, 1, BO3MOsKHO, fonon-
HUTESbHbBIX FeHeTUYECKMX HapyLieHui [18, 19]. Cnenyet
OTMETUTb, YTO YacTOTa BCTPEYAEMOCTMN HAaCNEACTBEHHOM
npeapacnonoxeHHocTn npu bBAHB B HacTosLee Bpems
HeusBecTHa M TpebyeT aKTMBHOIO M3y4yeHUs B paMKax
ByayLmx nccnenoBaHui.

Okono nonosuHbl Bcex naumerTos ¢ BAHB nmenu
KIIMHUYECKYI0 CUMNTOMATUKY Ha MOMEHT AMArHOCTUKM
3abonesanus (14/29, 48%), ceAsaHHylo ¢ HanuuueM
OMyx0/1eBON MaccChl B 3abpIOLIMHHOM MPOCTPaHCTBE
(yBenuueHue muBoTa B pasmepax, TPYAHOCTU MPU KOPM-
NEHUU, KWLLIEYHas HEMpPOXOAMMOCTb U T. [.), @ TaKke ¢
npu3HakaMu MeTacTaTudeckoro 3abonesaHus (rena-
TOMeranusa 3a cyeT MeTacTaTUUYEeCKOro MOpa)XeHus
nedexu). Mpu cpaBHeHUM B 3 rpynnax nauMeHToB
pasfiMunin B YacToTe KITMHUYECKMUX NPOSBIIEHUI HE BbISIB-
NEHO, OfHAKO CTOUT OTMETUTb, YTO BOMBLUMHCTBO KIIMHM-
YEeCKMX NPU3HAKOB, CBA3AHHbIX C HanMunem 6OMbLLOW
onyxoneson Macchl B Bll, onpepensetcsa Hanbonee
MHOMOYMCMEHHON IPynMnoi naumeHToB ¢ 4S cTapuen, y
KOTOPbIX KpoMe 2 0bbeMHbIX 0bpa3oBaHuin B 3abpioLu-
MHHOM MPOCTPaHCTBE MMEJSI0 MECTO MeTacTaTUYecKoe
MOpaseHNe NeYeHM.

KonunuecTBo KYC Takke npesanuposano B rpynne
c 4S cragueit (8/16, 50%), uTo 1 onpenensno TakTUKy
BELEHUsI NaLMEeHTOB B faHHoM rpynne. OgHako Heob-
XO0[MMO MOAYEPKHYTb, 4TO KYC Bbinn 0TMEYeHbl 1 Yy
nauneHToB 1-# rpynnbl C SIOKanbHbIMU 0Bpa3oBaHMAMM
HaOMOYEYHMKOB 3a CUYET UX 3HAUUTESIBHOIO pa3Mepa.

OTnnunTenbHLIM NPU3HaKoM bunaTtepanbHoro nopa-
EHUSI Ha[NOUYeYHWKOB SIBMSETCS BbICOKas 4yacToTa
Pa3BUTMSI HALMOYEUHUKOBOW HELOCTaTOYHOCTH KaK B
nebioTe 3aboneBaHus, Tak v B MpoLecce NeYeHns, YTo
TpebyeT nocTosiHHOrO HabniogeHWs SHAOKPMHOSIOra 3a
TakUMW NaumeHTaMy.

JHOOKpUHONOrMyecknin atan obcnepoBaHus npu
BAHB HanpaBneH npeskae BCEro Ha WCKIoueHue/
MOATBEPKAEHNE NEPBMYHOWN HALMOYEYHUKOBON HELo-
cTatoyHocTu (MHH) 1 oueHKy ropMoOHanbHON aKkTuB-
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HOCTV 0Bpa3oBaHWs B COOTBETCTBUM C MEXOYHAPOAHBIMU
KMUHUYECKUMU pekoMeHpaumnamu [20].

MHH — cuHopoM, obycnoBneHHbl AeduuUnTOM
FOPMOHOB KOPbl HaJNOYEYHUKOB: FNIOKOKOPTUKONA0B
(KopT30Ma) M MUHEPaNoOKOPTMKOMAOB (anbaocTepoHa).
KnuHnueckn MHH MoxeT NposBRATHCA BbIPAMEHHON
cnabocTbio, CHUKEHWMEM anneTUTa, TOLLIHOTOM U PBOTOW,
CHUsKEHWEM apTepuanbHoro aasnenus (AL), runepnur-
MeHTaLuelh KoXW, CyaoporaMu ¢ noTepen CO3HaHuA
(BcrneacTsue runornmkemum). OLHAKO HU OMH U3 BbliLLe-
MepPeYNCEHHbIX MPU3HAKOB HE ABAETCH CneundUYHbIM
n Bcerpa Tpebyetcs nabopaTopHoe NOATBEPKAEHME
OMarHo3a, KoTopoe BKJIoYaeT B cebs:

- onpefdeneHne B CbiIBOPOTKE KPOBM KOpTW30Ma U
agpeHokopTukoTponHoro ropMoHa (AKTI) (B npome-
YTKe BpeMeHun ¢ 6 0o 9 4, UTo CooTBETCTBYET hU3NO0-
NOrUYECKOMY NUKY CEKPeLM MIOKOKOPTUKOULOB);

- KOHTPOJb TfIMKEMWUM W 3MEKTPONUTOB (HaTpuii u
Kanwi);

- onpefeneH1e peHnHa B nnasme Kpoeu (akTUBHOCTb
PEHUHa Masmbl).

HW3KuMi ypoBeHb KOPTM30/a Mpu BbICOKOM YPOBHE
AKTI, aneKkTponuTHble HapylueHus (runoHatpuemus,
runepkanueMust) u noBbiLLeHUE aKTUBHOCTW pPeHWHa
nnasmbl (peHuHa) cBuoeTenbCcTBYIOT B nonb3y MMHH.
WccnepoBaHue ypoBHS cBOBOAHOrOo KopTu3ona B
CYTOYHOW MOYE TaKKe MOXKET NPUMEHATLCS AN1A AMarHo-
ctuku MMHH. Ecnu naumeHT nonyyaeT riioKOKOPTUKOUbI,
HanpuMep, B Ka4eCTBE KOMMOHEHTa aHTU3IMETNYECKOM
Tepanuu, pesynbTaTbl UCCNEf0BaHNA He SBMASIOTCS
pocToBepHbiMu [21].

MHH npepcTtaBnseT yrposy Ans KU3HU, 0COBEHHO
y BeTel NepBbiX MECSLEB ¥U3HU, U TpebyeT Tepanuu
FMIOKOKOPTUKOMAAMU (FMAPOKOPTU30H) M B HOMbLUMHCTBE
CcrnyyaeB MuHepasiokopTvkomaamu (donyapokopTMsoH) B
COOTBETCTBUM C (PefepasibHbIMK PEKOMEHAALMSAMM.

Bo BpeMs mpoBegeHUs onepaTVBHOMO BMeLLaTeslb-
cTBa (nase npu ogHocTopoHHe TAJ) nauneHTam ¢ BAHB
n otcytcTeuneM MHH mMoxeT notpebosatbes HomocHoe
BBEAEHWE CYCMEeH3UN TMAPOKOPTU3OHA MPU CHUNKEHUM
All, 370 Takke TpebyeT KOHTPONA B AMHAMUKE 3MEKTPO-
NMTOB, YPOBHSA rMI0KO3bl U Al ¢ pelleHneM Bonpoca o
LanbHEMNLLEN TAKTUKE BeLEHUS.

["lopMoHanbHaa akTMBHOCTbL obpasoBaHuii Haano-
UEUHWMKOB MOXeT MpOABMATLCA rMnepkaTexonaMuHe-
MWEeW, SHOOMEeHHbIM TMNEePKOPTULM3IMOM, MEPBUYHBIM
rMnepanbaocTepoHn3MoM. OTCYTCTBME KIIMHUYECKUX
CMMMNTOMOB FOPMOHAsNbHOW aKTUBHOCTM 0Bpa3oBaHui
HaAMNOYEYHNKOB SBMIAETCA LOBOJSIbHO PAaCMPOCTPaHEHHON
«nosyLLUKon>» [22].

B Lensix UCKNIOYEHWSI FTMNEPKOPTULIM3MA PEKOMEH-
A0BaHO onpefesieHne KopTU30na B YTPEeHHWE Yachl Ha
¢doHe nopasnsoLero Tecta ¢ 1 Mr gekcameTasoHa.
Ha3HaueHune cynpadpmanonornyeckon fo3bl FOKOKOP-
TukomaoB BefeT K nogasneHunio AKTI n cuHTesa KopTu-

3ona. lMpwu oTCyTCTBUM (PM3MONOrMYECKOro NofaBeHuns
YPOBHSI KOPTM30/1a B KaYeCTBE NOATBEPKAAIOLLErO TECTA
pekoMeHnoBaHo onpepenaTb yposeHb AKTI B yTpeHHue
yacel.

HepmooueHka Hanuuus runepkopTuuuama (B ToM
uncne U CyBKIMHUYECKOro) CBSI3aHa C BbICOKMM PUCKOM
pasBUTWSA OCTPOM HALNMOYEYHNKOBON HEQOCTAaTOYHOCTY B
nocreonepaLmMoHHOM nepuope (nocrne agpeHanaKToMmum)
[23, 24].

Mo AaHHBIM NUTEpaTypbl, ONUCaH TONbKO 1 KNMHWUYe-
CKUW Cny4yalt SHOOMEHHOr0 rMnepKkopTuLmM3Ma y pebeHka
3 mecsueB ¢ bAHB, obycnosnenHoro AKTI -akTonuen
[25].

B KauecTBe AMarHOCTMKM rMnepKaTexoaMMHEMUM
PEeKOMEH0BaHO MUCCMenoBaHne cBObOOHbIX MeTaHed-
PVYHOB NNasMbl UK OpakLMOHUPOBAHHbIX MeTaHed-
PUHOB CYTOYHON MOYM, KOTOPOE MOKa3ano 3HauYMTENbHOe
NPEUMMyLLECTBO MO CPABHEHWIO C OPYrMMM TecTamu.
M3mepeHne kaTexonaMMHOB MOYM M UX MeTabonuToB
(BaHWUAMIMUHAANBHOM KUCMOTbI) CKOMNPOMETUPOBAOo
cebsi MHOXKEeCTBOM JT0HOOTpULLATENbHBIX Pe3ynbTaToB
[22].

OnpepeneHve COOTHOLUIEHWA MEKAY YPOBHEM
arnbfocTepoHa U aKTUBHOCTbLIO peHuHa nnasmbl (NpsMas
KOHLIEHTPALMSA pPeHUHA) AN UCKIIIOYeHUs NepBUYHOrO
rMnepanbAocTEPOHM3Ma LienecoobpasHo TOMbKO Mpw
Hanuuum y pebeHka ¢ BunatepasnbHbIM MOPaMKEHUEM
HaLAMOYEUHUKOB apTepuarnbHoi runepTeHsun [22].

OpHoW w3 3apay Hawero MCCNef0BaHMWA
fIBUNachb OLEHKa Ponu MeTOAOB BM3yanusauuu Ans
NMOATBEPXKAEHUA Hamuums obpasoBaHnin B 06onx Hapno-
yeyHukax. B HaweM uccnepoBaHWM CUMHTUIpadous
¢ 123-MWBl noaTBepauna ABYCTOPOHHEE MOPaeHUe
HaAMoOYeYHMKOB TONbKO y 3 nauuneHToB. OTCyTCTBME
Hakonnenus 23I-MUBI B oBpasoBaHMAX KOHTpnaTe-
panbHOro Hafno4Ye4YHKa MosKeT bbiTb CBSI3aHO C MarbIMu
pa3Mepamu onyxonu (npeaen paspeLuaioLLeit crnocob-
HOCTW annaparta); renaToMeranven ¢ METacTaTMUYECKUM
Nnopa)KeHNeM MeYeHn, a UMEHHO C TEM, YTO WHTEH-
CMBHOE HaKOMfieHMe B NMeYyeHn He NOo3BOSIAeT AOCTO-
BEPHO OMpeaenuTb Hanmuve HakomnmneHus B HebonbLLIOM
obpasoBaHuM, pacnonoskeHHoM B obracTu npaBoro
HaAnoYyeyHnKa; OTCYTCTBMEM HOMOSTHUTENBHOMO MPOTO-
kona O®IKT/KT y HEeKOTOPbIX MaLMEeHTOB, UTO TaKsKe
CHW)KaeT TOYHOCTb uccrnepoBaHusa. OToenbHO CTOMT
OTMETUTb CflyyYail, Fie WMesloCb HaKoMneHwe pagvo-
chapMnpenapaTa MeTacTaTM4ECKUMM 0Yaramu B NEYEHM,
OLHAKO OMyXosn HaLnoYeyHUKoB (nepsuuHoe obpa3o-
BaHME) He HaKannuBanM ero, HECMOTPS Ha pa3Mepbl
obpa3soBaHusa, npesbilLalOLWMUe Npenesl paspeLuanLlen
cnocobHocTn annapaTa. Bce BbiwenepeuncneHHoe
MOLTBEPKAAET faHHble NuTepaTypbl 06 oTcyTCTBUM
Hakonnenus 2I-MWBl" B nepeuyHOM ouare npubnmam-
TenbHo y 10% NauMeHTOB U/WUn O BO3MOMHOM HaSIUUMK
y 1 6onbHOro Kak MMBM-noanTueHbIX, Tak U MABI-He-
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raTueHbIX ouaros [26, 27]. YuuTtbieas TOT haKT, uTo
passuTVe onyxonen HapnoyeyHnkos npu BAHB npowc-
XOOWUT HE3aBWUCUMO APYr OT Lpyra, TO MOMKHO Npeano-
NOXUTb, YTO OAHA W3 OMyXOSNen HafANMOYEYHNKOB TaKKe
MOsKeT 6bITb MBI -HeraT1BHOIA.

C yueToM uyBCTBMTEeNbHOCTU MWBI-cUNMHTM-
rpadmu, He NO3BOMAIOLLEN ONPeennuTb HaKoMNseHne B
onyxonu HebonbLUMX pa3MepoB, crefyeT npuberatb K
KOMINSIEKCHON OLIEHKE pe3yrnbTaToB MHCTPYMEHTANBHOMO
uccnenosanua npu BAHB. B o6Hapyskerun MBI -Hera-
TUBHOW OMyXONM MOTyT MOMOYb METOAbl BU3yanusaLum
(KT, MPT), roe oueHuBalOTC aHaTOMUUYECKUE/CTPYK-
TYpHble XapaKTepucTukn obpasoBaHus. [pn ogHoBpe-
MEHHOM MOopaXeHnn 06oMX HaANMOYEYHMKOB OMyXO0J1eBbIM
obpa3oBaHWeM, MOEHTUYHBIM MO PEHTIEHOSI0MMYECKUM
xapakTtepuctukam HB, ycTaHaBnuBancs puarHos —
BAHB. Takxke He Bcerga ynaetcs onpenenuTb OpraHHyo
npUHaLNe)HoCTb onyxonu (napasepTebpanbHblil
FaHMNA/HaBMNOYEUHNK).

PesynbTaTbl Hawero uccnepoBaHus NopnTBep-
KOAI0T, UTO METOAblI CTPYKTYpPHOM Bu3yanusaumm (KT/
MPT) urpaioT rnaBHyi0 pornb B ONpeferieHn nepsuy-
Horo ouvara, ocobenHo npu BAHB, B To Bpems kak
cumHTurpacpus ¢ '2|I-MIBI nossonseT noaTsep-
OWTb HENPOreHHYI0 MPUHaANeXKHOCTb 0bpasoBaHusa U
OLEeHWTb pacnpocTpaHeHHOCTb npouecca. YuuTbiBas
PEOKOCTb NaTofiorum, Ans pechepeHca BU3yanusaumm u
Bonee TouHOM BepudMKaumMmn auarHosa crnepyet npube-
raTb K ee MepecMoTpy B YCMOBUAX pedhepeHC-LeHTpa
OMbITHBIM PEHTTEHONIOrOM, YTO TaKxe MOMOXeT n3be-
»aTb OLMOOK NpU CTaAnpOBaHWMM MaUMeHTOB 1 Bbibope
TaKTUKK Tepanuu. [poTOKON NPOBEAEHNS CLUMHTUIpachum
¢ 2|-MUBI nonseH npenycMaTpuBaTh BO3MOMHOCTb
BbINOSTHEHNA UCCNEA0BAHNA C NOyYEHWEM Ni1aHapHbIX
n306pameHuin B coueTaHnm ¢ BbinonHeHnem OOIKT/KT.

TakvnM 0bpa3oM, AnarHo3 yCTaHaBnMBasICs UCXOAA
U3 KIMHUYECKMX, NMabopaTopHO-MHCTPYMEHTANbHbIX
MpW3HaKoB, B BOMbLUMHCTBE Cry4YaeB MOATBEpPAancs
ructonoruyeckn. HeobxoouMMoCTb TMCTONOrMYECKON
BepudmKaLmMM aMarHosa npu o4eBMOHON KapTuHe 3abo-
NIEBaHWS M HaNMums MaTepuana ans UMTOreHeTMYeCcKoro
nccnenoBaHus (MOpaMeHHbLIN aTUNUUHBIMK KIeTKaMu
KOCTHbI MO3r) He sBnsieTcs obssaTenbHbM. Bonee
TOro, y 60/bLUMHCTBA NALMEHTOB HA MOMEHT NMOCTaHOBKM
OMarHo3a COCTOSIHME OLIEHMBAETCA KaK TSMKENoe, YTo
3aTPyOHAET NpoBefeHWe onepaTMBHOro atana. Yuntbisas
MaHudpbecTaumio 3abonesanus yalLe 0o Bo3pacta 1 ropa
n onpeneneHHole NpuHUMMbLI npoeegeHus MXT y Takux
MauneHToB, eyeHne MosKeT BbiTb HauaTo 6e3 uutore-
HETUYECKOro MUCCIIeAOBaHWNA NPU HaNNunK TAKENbIX
'KYC. B panbHenwweM LMTOreHeTuYeckoe nccnenosaxHue
MOeT ObITb NPOBEAEHO Ha MaTepuane, Noly4YeHHOM
nocrne Havana Tepanuu, C NOCNEAYIOWMM OKOHYa-
TeflbHbIM OMNpefeneHMeM rpynnbl pucka. Matepuan ons
TMCTONOrMYECKOr0 M LIMTOrEHETUYECKOr0 MCCIeA0BaHus
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MOsKeT BbITb monyyeH 13 0bpa3oBaHUi HALNOYEYHNKOB
WM MeTacTaTUUeCKUX 04aroB (HanpuMep, BOZMOMHO U
B PsAOe CIy4YaeB Aaxe NpefnoyTuTenibHee BbINOSHUTD
Broncuio neyeHn Npu ee 3HaUMTENLHOM YBENMYEHUN 3a
CUET MeTacTaTUUYEeCKOro NMopameHus).

B Haluew KoropTe NauMeHTOB YacTOTa BbISIBIIEHNSA
amMnnudpmkaumm reHa MYCN Bbina 0THOCUTENBHO HEBbI-
cokoit (11%), omHako LOCTOBEPHO CYAMTb O YacToTe
HebnaronpuATHbIX LMTOrEHETUYECKUX aHOMamuiA npu
BAHB HeBO3MOKHO, yuuTbiBas HeBOMbLUYID KOropTy
nauneHToB. MIHTepecHO, YTO BO BCEX CIyyasx amMnnu-
ukaums MYCN coyeTanacb C HapyLLEHUSMU XPOMO-
combl 1p. B nutepaTtype u3-3a peokocTy MaTosiorum
poSib UMTOreHeTnYecknx gpaktopos npu BAHB nogpobHo
HEe OCBeLLaeTCs, OiHAKO 0TMeYaeTCcs MeHblUas yacToTa
HebnaronpUATHLIX LMTOreHeTMYecknx cobbiTwii [5, 8].
MNHTepecHbIM NpeacTaBnsieTCA aHanu3 BHYTPUOMYXO-
NeBOW MOJNEKYNSAPHO-TEHETUYECKON reTePOreHHOCTH.
OpHako napHble obpasubl 2 onyxonew bbinv nopeep-
FHYTbl LUTOreHeTUYECKOMY MCCIIeA0BaHMI0 TOMbKO Y
1 naumeHTa ¥3 Hallel KoropTbl, pasfiMunii B aHanuaupy-
€MbIX MapKepax BbISiBIeHO He Bbino.

CranmpoBaHue nauneHTtoB ¢ BAHB npoBogutcs B
cooTBeTCTBUM C KpuTepusamu INSS, roe pekomeHpyeTcs
onpenensTb CTaAMIo OTAENbHO NS KaXA0oro Haanoyey-
Huka [11].

CTpaTudukaums nauMeHToB MO rpynnam pucka
OCYLLIECTBMAETCA B COOTBETCTBMM C KPUTEPUAMM NPOTO-
Kona, B JaHHOM Ccrlyyae MoaMULMPOBaHHOIO NPOTO-
kona NB-2004 [12].

TakTuka BegeHus nauneHTos ¢ BAHE onpepensetcs
COOTBETCTBYIOLLEN Fpynno pucka, HanuuneM XKYC, a
Takxe BunatepasbHbIM NOPasKEHWEM HaAMOYEYHMKOB.
Ha pmarHocTuyeckom aTane npy BOSMOKHOCTM BbIMOMHSA-
eTcs buoncusa Havbonee NOCTYMHONO MeTacTaTMYECKOro
ouara u/unu buoncus onyxonu (senaTenbHo ¢ 2 CTOPOH,
YUWUTLIBAS BO3MOKHYIO pasfiMuHyio G1onoruio onyxonu),
NPV BO3MOXHOCTU BbINOSHAETCA OOQHOCTOPOHHAA TAD.
B saBucumMocTy oT Hanuuma MKYC u/unu rpynnbl pucka
onpenensioTcs TakTuKa [NXT, nokasanus K J1T.

B cBA3M c HensbekHbIM pa3BMTMEM Haamoyeu-
HWKOBOW HELOCTAaTOYHOCTU MpWU ABYCTOPOHHEM pagu-
KafbHOM ydasieHWn OnyXonu XMPYPruyeckoe feyeHve
TakMX NauMeHToB TpebyeT MHAMBMAYaSIbHOro NOAXoAa.
B coobLieHnn dpaHLy3CKoM rpynmbl YYeHbIX OOKna-
OblBaeTCs 0 2 U3 4 NnauMeHToB, PasBMBLLMX Haamovey-
HWKOBYIO HEAOCTATOYHOCTb BCIEACTBMUE OBYCTOPOHHEN
appeHanakToMuu [28]. 3Has cnocoBHOCTb K CMOHTAHHOI
perpeccuu onyxonu y naunentos ¢ 4S ctagumeit [15],
He pekoMeHayeTcs npuberatb K ABYCTOPOHHEN appe-
HanakToMun ansa poctuxenna M0 [5]. Takke nepsuu-
HOrO0 ABYCTOPOHHEro XWPYpPruyeckoro ypaneHus
onyxonu crepnyet usberaTtb y naumeHtoB ¢ Hb 6e3s
amnnudpmkaumm MYCN, Tak Kak B 3TUX Clydasix Xapak-
TEepHa HW3Kas BEPOSITHOCTb JIOKaNbHOro peuunanBa,
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KoppenupyioLwas ¢ ux braronpusaTHbIM TeueHneM [29].
bonee Toro, B crnyyae gMcceMuMHMpoBaHHOro 3abo-
neBaHUA paguvKanbHOe XUPYpPruyeckoe ypaneHue
onyxonu, ocobeHHO y nauneHToB 6e3 amnnudukauum
reHa MYCN, He siBnfeTcs pellaloLlMM MPOrHOCTH-
4YeCKMM (DaKTOpPOM A5 MOBbLILLIEHWS BbIXXMBAEMOCTU
npu HB [30].

B Hawen koropTe BbIN0 3 nauneHTa ¢ Hanuunem
amnnudmkauumn MYCN B onyxonu. OgHako bunate-
panbHas TAD He Bbina BbIMONIHEHA HU OJHOMY W3 HUX,
HecMoTps Ha Hanunume amnnudukaumn MYCN.

Takum obpasoM, kK gBycTopoHHen TA3 BBuAay
BosbLLIOV BEPOSTHOCTM Pa3BUTUA ATPOreHHOM Heobpa-
TUMOI HaAMOYeYHUKOBON HeJoCTaTOYHOCTM npuberaioT
penko. Kak npasuno, onyxonb XopoLuo oTeeyvaeT Ha MXT
1 He TpebyeT paanKkanbHOro yaaneHus, yuntbisas bnaro-
npusitHoe TeyeHne npu BAHB. B HekoTopbix cryyasx
BunaTepanbHOro nopaskeHus HaANoYeYHKOB BCTpeya-
€TCs perpecc onyxoneBov Macchl 6e3 xuMroTepanesTH-
UECKOI0 NeYeHuS.

B Hallen KoropTe MauMeHTOB Ha LMarHocTuye-
CKOM 3Tane BbINOMHANAchb Kak Buoncua onyxonu/
MeTacTasa, Tak u opHocTopoHHasa TA3. OpHocTo-
poHHsAs TAJ B Bonbluel CTENEHU BbIMOSIHANACH NaLu-
EHTaM C JIOKanbHOW cTafnen 3aboneBaHWs n OeTAM C
4S cTanunen b6es3 XKYC, oTHocsWwmMMEA B rpynny Habnio-
peHus. Y naumenToB ¢ 4S ctaguein ¢ XKYC npeanoyTteHve
oTaaeanoch Guoncuu obpasoBaHus/MeTacTaTUUECKOrO
oyara C y4eTOM Hanuuus TSXKenon ConmyTCTBYIOLLEN
CMMMTOMaTUKKU. Ha BTOpoM 3Tane ogHOCTOpOHHAS TAJ
BbINOMHANACh C Havbonee Nopa)KeHHOW W HauMeHee
TPaBMaTWYHOW CTOPOHbI MPW COXPaHEHUW MOKa3aHWUW.
OZHOMY MauMeHTy BbINOSTHEHbI OQHOCTOPOHHASA TAJ
W peseKuUus onyxonu C KOHTpnaTepasibHoN CTOPOHbI €
COXPaHEeHWEeM HaAMnoYeYHMKa, yUnTbiBas COXPaHeHne
Bonblmnx pasmepoB onyxonu nocrne nposeneHus MXT.
B paHHOM cryyae pa3BuTMeE HALMOYeYHNKOBOW HeQoCTa-
TOYHOCTM He Habniopanock. K AByCTOpOHHEN onepauum
TaKkyKe NpuLLNoch NpUBerHyTb B ApYyroM cllyyae B CBS3M
C NOKanbHOM No3pHen nporpeccuen 3abonesaxus.

B Haluel koropTe yacToTa nporpeccumn 3abonesaHus
cocTasuna nuwwb 14%. MNpuuem nokanbHasi nporpeccus
3abonesaHusa Habmoganack y BCex NaLMeHTOB Ha Heorne-
PUPOBaHHOM CTOpoHe. Y 2 NnaumMeHToB Takke bbinu obHa-
PY*KEHbI OTAANEHHblE MeTacTasbl B MOMEHT KOHCTaTaLmm
nporpeccuun. lNporpeccus 3abonesaHus boina oTMme-
yeHa B rpynnax nauMeHTOB C NokasnbHoON u 4S cTagmen.
lpoBeneHve cneuncnyeckon Tepanmm Npu Nporpeccum
3abofieBaHNA NPUBOAMIIO K MOJIOKUTENBHOMY OTBETY BO
BCEX Cryyasx.

B xopme HabnopfeHWs BbISBNEHO, YTO OMYyXOSM
HaANOYEeYHNKOB Y AeTeil paHHero Bo3pacTa CKIOHHbI
K perpeccy, B ToM uncrne 6e3 xumuoTepanuu [29]. 3ta
n3BecTHasa 0CoBeHHOCTb TeueHusa 3aboneBaHusa npu
HB Bnusna Ha TakTWKy BefeHUst MauMeHToB. B Halen

koropTe 6onbHbIX TAS BbINOMHANACH HE BO BCEX CyyYasix,
HECMOoTpS Ha 3T0, Ha choHe Tepanuu/HabniopeHus nomno-
MMUTEMbHbIA OTBET NOCTUrHYT B 22/27 (81,5%) cnyuasix.
lpoBeneHne xuMmoTepanuu NPUBOLAMIMO K MOSTHOMY
perpeccy (21/56, 37,5%), ymeHbwenuio (3/56, 5%)
ocTasLuerocs obpasoBaHus HagnoyeyHuka. bes npose-
neHus MNXT Takke Habniopanack perpeccusa obpaso-
BaHwa B 7/56 (12,5%) cnyuasix.

TaknM oBpasoM, ncxoas u3 faHHbIX Hallero Habnio-
LeHus, NporHo3 ans nauneHTos ¢ BAHB, Kak ¢ nokanbHow
chopmoit 3abonesanus, 4S cTaguew, Tak u ¢ 4-i1 ctaguen
AsnseTcA bnaronpuATHeiM. MaTnnetHas OB coctaeuna
100%. Mo HaleMy MHeHUIO, Ha BrnaronpusATHbIA UCXoL
3aboneBaHnsa BAUSET MHOXECTBO (DaKTOPOB: BO3pacT
Ha MoMeHT 3abonesanus go 1 rofa, NnpeBanvpoBaHune
nauneHToB ¢ Bonee nporHocTnyeckn bnaronpusaTHon 4S
CTaguen, OTHOCUTENbHas PefKOCTb 0BHaPYKEHUS LUTO-
reHeTMYecky HebnaronpuaTHbIX MapkepoB. HecMoTps Ha
3T0, He UckniovaeTcs, uto buonornsa BAHB nossonseT
OTHECTU ee K brnaronpusaTHbiM dhopmam HB. OpgHako ons
Honee ToyHoOW xapakTtepucTukn BAHB Heobxoomm cbop
nHdopmauun ¢ bopMmpoBaHueM BornbLuet KoropThl
nauneHTOB, NPOBEAEHNE MaHreHOMHbIX MOMeKynap-
HO-FEHeTUYECKUX TECTOB ANA U3yYeHns Bruonornueckom
reTepPOreHHOCTY JAHHOW OMyXO0sn.

3AKJIOYEHUE

BAHE BcTpeuaeTcs KpaliHe penoko M cocTaBnsieT
ocobyio chopmy HBE. OcobeHHocTn BAHB BrmiovatoT psag
chakTopoB: bonee paHHWit 0eboT 3ab0NeBaHUs, HU3KYIO
4acTOTY BCTPEYAEMOCTU HebnaronpuATHbIX MOSIeKynsAp-
HO-TEeHETUYECKNX MapKepoB, NpeBanivpoBaHue nauu-
eHTOB C 4S cTaguen.

YuutbiBas 0bbeM nopaxenus, ctagupoaHne BAHB
“MeeT CBOM O0COBEHHOCTHW, Tak Kak cTagusa onpepens-
eTCA OTAESIbHO LM OMYyXO0JIM KaXAoro HafmoyeyHuKa.
COOTBETCTBEHHO TaKTUKa crieundmyeckon Tepanum ons
nauveHTa nonbupaetca no Hanbonbllen ctagum 3abo-
neBaHunA B COOTBETCTBUW C NPUMEHSAEMbIM NPOTOKOMIOM
neyeHus.

CnenyeT obpallatb BHMMaHWe Ha BbICOKUIA PUCK
pa3BUTUA HAAMOYEYHWKOBON HEQOCTATOYHOCTMW. BBUAY
MaCCMBHOIO MOPa)KeHUS HaAAMOUYEYHMKOB, a TaKKe
BCMeACTBME XMPYPrUMUYECKOro 3Tana feyeHus. Takum
0bpasoM, [OMKHbI KOHTPONMPOBATLCA 3HAOKPUHOMO-
rMYecKne CUMHOPOMBI, a Take BbIBOp XMpYypruyeckom
TaKTVKM JOSTKEH OCYLLECTBSATLCA UCXOAA U3 MHAMBUAY-
arnbHbIX 0COBEHHOCTEN OMyXx0/M 060UX HAaAMOYEUYHNKOB.

Mpun NpaBWIbHOM Noabope TaKTVKK Tepanuu NPOrHo3
onsa naumneHtoB ¢ BAHE okasbiBaeTca bnaronpuaTHbIM,
No3BOMAA NPU 3TOM UCKNIOUNTL BunatepansHyio TAS y
BonblmHCcTBa BONbHBIX. YunTbIBasi BO3PACT pPasBUTHA
3aboneBaHns, MeTacTaTUYECKOE NMOpaxeHue onpene-
neHHbIX obnacTen, a Takxe 6naronpuATHLBIA NPOrHO3,
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KnMHMuyeckKkas OHKoNnorums

buonorus 0onyxoJin, BO3MOXHO, ConoctaesnMa C nauneH-

Tamu ¢ 4S cTagmen.

UCTOYHUK ®UHAHCUPOBAHUSA
He ykasaH.

KOH®JIUKT NHTEPECOB

ABTOpPbI CTaTby NOATBEPAMIIN OTCYTCTBME KOH(DIIMKTA MHTEPECOB, O KO-

TOPOM HeobxomMMOo CO0BLLMT.
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