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BBEOEHUE

HeMpobnactoMa (HB) — 3TO 3n10Ka4YecTBeHHas Onyxo/b CUMNaTUYECKOW HEPBHOM
CUCTEMbI, NPOUCXOaALLaa M3 KNeTOK HepPBHOro rpebHa. HoBoobpasoBaHMe pacno-
naraetca B 06nacT CTPYKTYpP CMMMaTMYEeCKOM HEPBHOM CUCTEMbI — B 3a6PIOLLMHHOM
NPOCTPaHCTBE, FPYAHOM KNneTke, 061acTH LWen U BAOMb NO3BOHOYHOIO CTON6A, a Takxke
B 061aCTU HaQMNOYEYHUKOB.

HeMpobnacToMa xapakTepuayeTcs pasnniHbiMM BapMaHTaMu BMOIOrMYecKoro no-
BEOEHMA: OT CMOHTAHHOM perpeccmumn NepBUYHOM OMyXONM U MeTacTaTMYECKUX O4aros,
«[03peBaHMa» [0 [OBPOKaYeCTBEHHOM raHrnnoHenpomMbl (TH), oo BypHoM nporpeccuu
3aboneBaHuMs, HECMOTPSA Ha NpPoBeAeHMe MHTEHCMBHOM Tepanum. 3HaHWe o peHOMeHax
BMONOrMYecKoro NoBeaeHus, a Tak)ke NPOrHOCTUYEeCKoe 3HavYeHne KIMHMYeckmx (Bo3-
pacT, cTagmsa 3aboneeaHna) U MONeKynapHO-reHeTu4eckmx GakTopoB Nerno B OCHOBY
pa3paboTKu PUCK-adanTUPOBaHHbIX TepaneBTUYEeCKMX NoaAxXoaoB. B HacToswee Bpems
npv nevyexHmm HB BblOENAOT TPKM rPyNnbl PUCKE, XapakTePU3YIOLLMXCA Pa3NMYHbIM OOb-
€MOM Tepanuu 1 oTOaNeHHbIM NPOrHO30M: Fpynna HM3KOro pucka (rpynna HabnogeHus
B pPSAE NPOTOKONOB), rpynna NPOMeXyTOYHOrO PUCKa M rpyrnna BbiICOKOro pucKa.

Y nauMeHTOB, OTHECEHHbIX B FPYMny HM3KOro PUCKA, NMPM MUHUMANbHOM ObbeMe
Tepanuu, HepeaKo BKOYAlOLLLEN TONTbKO XMPYPrMYeckoe fedyeHune, ygaetcsa 4OCTUYb
LONrOCPOYHOM BbIXKMBAeMOCTH Bonee yeM B 90 % cnydyaeB. CoxpaHeHMe Takux e
BbICOKMX Moka3aTenel BbI>KMBAeMOCTU B Fpynne NpoMeXKyTOYHOrO pUCKa BO3MOXKHO
TONbKO NPU UCMONb30BaHMM COBPEMEHHbIX CXeM nonmxmmuoTepanuu (MXT) B coveTa-
HUM C XMPYPTrUYECKUM NleYeHneM, 1 B psae cnydaes nydeson Tepanuum (JIT). MaumeHTsl
rPynmnbl BICOKOrO PUCKa HY>XAAaloTCA B NpoBefeHMe MHTeHCUBHOM MXT, ayTONorMyHom
TPaHCMNIaHTaLUMM rEMOMNO3TUYECKMX CTBONMOBbIX KNeTok (ayTo-TICK), 1T u UMMyHOTepanuu
(LUT), Npu 3TOM NoKasaTenu 4ONroCPOYHOM ObLLEN BbI)KMBAEMOCTH He NpeBbiwatoT 50 %.
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HeobxogMMoO OTMETUTb, YTO Ha4yano 3aboneBaHusi, HOCUT Kak NpPaBuo, Hecnelw-
NdMYEeCKMIM xapakTep U AUKTYET HEOBXOAMMOCTb BbIMOMHEHMA BCEro KOMMeKca ama-
FHOCTMYEeCKOro obcnenoBaHus Ana npasMIbHOW NOCTAHOBKM AMarHo3a 1 onpeaeneHmns
rpynnbl pucka. TaknuM 0Bpa3oM, 3HaHWUSA O KIIMHUYECKOM TeYEHMM OMyXONeBOoro NpoLecca,
MeTofax NOCTaHOBKM AMarHo3a, CTaAMPOBaHMS M Tepanuu aBASIOTCS BaXKHbIM KOMMO-
HEHTOM B BefeHUN bonbHbiXx ¢ HB B NpakTUke Bpayva AeTCKOro oHkonora/reMaronora.

UCTOPUHECKAS4 CIrPABKA

rMcTonoruyeckas KapTuMHa, XxapakTepHas ans 3abonesaHus, KOTOPOE Mbl CEMYAC 3HAEM
nopm Ha3BaHWeM Hb, BnepBble Bbina onucaHa BblgatoLLMMCS HEMELIKMM NaTonioroM Pynonbdom
BupxosbiM (Rudolf Virchow) B 1864 r. [1]. OnHaKo Ha NPOTAXXEHUU ANIUTENIbHOrO BPEMEHH,
faHHOe 3aboneBaHWe He BblAeNnanoch kKak OoTaeNbHas Ho3onorMyeckas eamHuua. TepMuH
«HeWpobnacToMa» Brepsble bbll NPeanoXeH aMepMKaHCKMM natonoroM ns Obliero ro-
cnutans Maccauycetca [>xeMMcom XoMep PautoM (James Homer Wright) B 1910 r. B cBoe#
cTaTbe, onybnunkoBaHHOM B XKypHane akcnepmMMeHTanbHoM MeauumHbl, Wright J.H. 0606wmn
NaTOrMCTONOrMYECKYIO KapTUHY 12 paHee OnUCaHHbIX C/lyYaeB NopPaXeHUs HagnoYeYHNKOB
y Aeten, 6ONbLIMHCTBO M3 KOTOPbIX XapaKTepU30OBanocCh HalMYneM MeTacTaTM4eckoro no-
paXkeHus nevYeHn unm Kocten ckeneta [2]. OH MCKNIOYMN paHee YCTaHOBIEHHbIE AMarHO3bI
CapKOMbI, KPYTNOK/IETOMHON CapKOMbl 1 NMMPOCAPKOMbI U MOAYEPKHYN, YTO BCe Cy4yau
MMENN OAMHAKOBYIO MMCTONOMMYECKYIO KapTUHY, XapakTepPU3YIOLLLYIOCS HaNMYMeEM KNETOK,
bOPMUPYIOLLMX PO3ETKU, M CXOOHBIX MO FMCTONOrMYECKOU KapTMHE CO CTPYKTYpamu dpeTanb-
HOro HaAno4eYyHuKa. [laHHbl GaKT NOCNYXXKMN OCHOBaAHMEM NS NPEONOXEHHOIO TEPMMHA
«HenpobnactoMa». CnenyeT OTMETUTb, YTO ONMUCaHHblE PO3ETKM 0 HAaCTOAWErO BPEMEHU
MMeIOT BaXKHOE AMarHOCTUYeCKoe 3HaYeHMe M HOCAT Ha3BaHue po3eTok XoMepa-PauTa.
BaxkHbIM SBMMIOCH TO, YTO B cBOeW paboTe Wright J. H. ccbinanca Ha ase apyrue nybnmkauuu,
ONnMCbIBatOLLME NALUEHTOB C ONYyXONAMM HaANoYeUYHMKa 1 ONpeaeNeHHbIM, HO Pa3nYatoLLMM-
cA, XapaKTepoM pacnpegeneH1s MeTacTa3os. B nepsoit paboTe, onybnmkosaHHoM B 1901 T.
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YunbamoM Mennep (William Pepper), Bpay 13 ®unapgenbduu, npeactaBun onvcaHue 6 na-
LLMEHTOB C OMYXONIAMM HaAMNOYEYHMKA U MAaCCMBHbBIM MeTaCcTaTUYECKMM MOPaXKEHUEM NEeYeHU
[3]. B opyrou, Bbilweaien B nevatb B 1907 . ctaTbe, PobepT MNoms XatuncoH (Robert Grieve
Hutchison) 0606Wmn KNMHUYECKYO KapTUHY NaLMEHTOB C aHaNOrMYHbIMU ONYXONSAMM Haf-
NoYeYyHMKa, HO C NopaXkeHneM opbuTbl U KocTen Yepena [4]. JaHHble NyGAnKauum SBUNKUCH
NepBbiM OTPaXKEHWEM B HAyYHOMU NIMTepaType MHOroobpasmsa KIMHUYECKMUX NPOSBIEHUN
npu HB, 1, Kak Mbl TeNepb 3HaeM, ONMCbIBanM 4S U 4 cTagmu 3abonesaHms, KOTOpble A0 Ha-
CTOSALLEro BPEMEeHN nHorga obo3HavyatoTCa Kak CMHOPOM ennepa u CUHAPOM XaT4MCOHa.
Mo3gHee B 1927 r. 6bin onncaH GeHOMEH CNOHTaHHOro co3peBaHus («go3pesaHmsa») Hb B MH,
YTO ABMNOCH OTPaXKeHMEM ellle Bbonee CNOXHOro eCTeCTBEHHOro TeyeHus 3abonesaHus
y paga naumMeHTos.

Mocnenytolwme rofbl ObiM NOCBALLEHbI HAKOMNEHUIO KIMHUYECKOro MaTepuana
o nauueHTax ¢ Hb 1 paspaboTke nogxonos k Tepanuu. Hanbonee 3HauMMbIM BKNag,
B pa3paboTke TakTMKKU Nnedenua HB 6bin caenaH cneumanucTaMu JeTckoro rocnurtans
BocToHa M MeMopuanbHoro rocnutans B Hbto-Mopke (CLUA) [5,6]. B gByx ny6avkaumsx,
obobujatomx onbiT nevyeHmns, 6onee 400 naumneHTos ¢ HB, y>Xe B To BpeMsd, Bbinu nog-
YEepPKHYTbI KNIMHUYECKNEe 0COBEHHOCTH, OKa3biBatoLMe 3HAUYUTENbHOE BIIMAHNE Ha TeYeHHne
M NPOrHo3 3aboneBaHnsa, BKIOYAOLME BO3ZMOXKHOCTb BbICTPOU GYIbMUHAHTHOM NPO-
rpeccun u, HaobopPOT, ANIUTENBHOIO UHOONEHTHOIO TEYEHUS, CMIOHTAHHYIO PEerpeccuio
y NaUMEHTOB PaHHEero Bo3pacTa M pPasfIMyHyto NOKanM3auMio MeTacTtaTU4eCKMx o4aros
B 3aBMCMMOCTHK OT BO3pacTa.

Jleyenune naumneHTos ¢ Hb B cepenmHe XX Beka CkNaabiBanoCh U3 NPOBEAEHUS XMPYP-
rMYeCKoro BMeLlaTeNbCcTBa Y NaLMEHTOB C pe3ekTabeNibHOM OMnyXosblo M B psae Clyvaes
Mcnonb3oBaHua J1T, NonyYMBLIEN LLMPOKOE pacnpoCTpaHeHMe Npu OpYyrux BUuaax anokade-
CTBEHHbIX HoBOOBpasoBaHui (3HO). BHeapeHne uMTOCTaTUYECKUX NPenapaToB B ledeHne
OHKONornyeckux 3abonesaHmi y neten 8 50-60 rr. NpoLLnoro seka He 0boLLIO CTOPOHOM
n HB. OgHMMU U3 NepBbIX NPenapaToB, KOTOPbLIE Havalu NPUMEHATLCS Y MaLMEHTOB C OAHHbIM
AMarHo3oM, 6binu uuknodocdamMma U BUHKPUCTUH.
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Ba)kHeWLMM cobbiTeM B pa3paboTke audbdepeHuMpoBaHHOro Noaxoda K leYeHuio
naumeHToB ¢ HB aBunocb BHeapeHue B 1971 . rpynnou uccnemosatenen us JeTckoro ro-
cnuTana ®unagensdun nom pykosoacTeoM Oppu IBaHC (Audrey Evans) cMCTeMbl OLEHKM
pPacnpoCTPaHEHHOCTM ONYXONEeBOro npoLecca (cucteMa CTagMpoBaHUs DBaHC), BKOYato-
wewn B cebs 5 ctaguit 3abonesaHusa (nokanusoBaHHble - 1-3 cTaguu, U ABe MeTacTaTMyeckune
dopMbl - 4S 1 4) [7]. B 3TOM Xe roay AaHHbIMKW aBTOpPaMu bbifa AeTanbHO onucaHa 4S ctagus
HB, npeacTaBnsiolLas cobon yHuUKanbHyto MeTactaTuyeckyto popMy 3abonesaHus, xapak-
TEPU3YIOLLYIOCS BbICOKOM 4YaCTOTOM CMOHTAHHOM PErpeccum 1 3HaUYMTENIbHO NyYLlMMU OTAa-
NEHHbIMM pe3ynbTaTaMu leYeHus, NO CPaABHEHMIO C NaLIMEHTaMM C KNaCcCUYeCKOW 4 cTaguen.

O606Laa B 1972 . HaKONNEHHbIM ONbIT Ne4yeHns nauneHTos ¢ HB, Evans A.E. oTMeuana,
YTO YacCTb MaALMEHTOB C NNOKaNM30BaHHbIMU GOpPMaMK 3aboneBaHns MOrnM BbiTb M3NIeYEHbI
6e3 npoBefeHUsa OOMNONHUTENbHOM agblOBaHTHOM Tepanuu, a nauueHTaM C OCTaTOYHOM
ONyXoJblo PeKOMeHA0BaNnoch NpoeeaeHue J1T Ha noxke onyxonu. HanpoTue, KOMBUHaLMS
LMTOCTAaTUYECKMX MPenapaToB BUHKPUCTUMH/umMKnodochamMug B TedeHme 12 Mec. Morna
NPUBOAMTb K KIIMHUMYECKOMY YMYYLIEHWUIO Y YacTu NaLMEeHTOB C MeTacTaTuyeckon GbopMoM
HB 1 KOCTHbIMM MeTacTa3aMu. CnelyeT OTMETUTb, YTO ocoboe BHMMaHKe Bbino obpalleHo
aBTOPOM Ha Byayuine MMMyHoTepaneBTUYeckue noaxoabl B nevyeHnm HB, yunToiBas ookasa-
TENbCTBA CYLLECTBOBAHMS aHTUTEN K OMYXONEBbIM KNEeTKaM.

B panbHeWLeM noHMMaHue Toro gakTa, YTO B OCHOBE OHKOIOrMYEeCKMUX 3ab0oneBaHmnm
nexar reHetnyeckme nameHeHus B IHK (4e30KcMpUBOHYKNEUMHOBOM KUCNOTE) ONYyXONEBbIX
Knetok [8], npuMBeno K Havyany LWMPOKOro n3y4YeHns MONeKynsapHO-reHETUYECKMX U3MEHEHUI
npu HB. B 1977 r. Brodeur G. onucan geneumm KopoTkoro nneda 1 XpOMOCOMbI Y NalUeHTOB
¢ HB, Kak NepBOro HeCny4anMHoOro UMTOreHeTM4eCckoro Mapkepa npu 4aHHOM Buae HOBOOb-
pa3oBaHui [9]. MaTb net cnyctq, B 1983 1., Schwab M. ¢ konneramu BbigsBunu aMnaMdmKaLmio
reHa MYCN y naumeHtoB ¢ HbB [10]. C MOMeHTa onmcaHua aMmnnndukaumm reHa MYCN, kak
Ba)KHEMLLero nporHoctnyeckoro ¢akropa npu HB, andpdepeHuMpoBaHHbIM TepaneBTUye-
CKWM Noaxo[, K BeAeHuto naumeHTos ¢ HB, cTan OCHOBbIBATbCS HE TOMbKO Ha KIMHUYECKMX
XapakTepucTmKax, HO M Ha MONEKYNAPHO-TEHETUYECKUX OCOBEHHOCTAX OMYXONMU.
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B 1984 r. Shimada H. 0606wmn Mopdonormyeckmne 0CoOBEHHOCTU HEMPOTEHHbIX OMyXonen
B pa3paboTaHHOM knaccuduKkaLmm, NPOAEMOHCTPUPOBAB BO3MOXHOCTb €€ UCMOMNb30BaHUA
AN9 NPOrHO3MPOBaHMs TedeHus 3abonesarms (cuctema Shimada).

B 1988 r. 6bina pa3paboTaHa MexxayHapoaHas CUCTEMA OLLEHKM PaCNpPOCTPaHEHHOCTH
npouecca npu HB (International Neuroblastoma Staging System - INSS), koTopas B nocne-
aytouweM bbina MoauduumpoBaHa B 1993 T. M B TaKOM BUAE akKTMBHO MCMOMb3yeTcs A0 Ha-
cTosLlero BpeMenu [11].

OCHOBbIBasiCb Ha HAaKOM/IEHHbIX 3HAHMAX MPOTOKONbI TEPANMM C KOHLA XX BEKa CTanu
pa3nensaTb NaLMEeHTOB Ha 3 rpynnbl pUCKa: HM3Koro (rpynna HabnoaeHKs), NPOMEXYTOYHOMO
1 BbICOKOrO. [1pX 3TOM yKa3aHHOe pa3feneHme UCNoNb3yeTcs A0 HACTOSLLErO BPEMEHU.

B 2008 r. cpa3y 4eTblpbMsa MCCNeqoBaTeNbCKMMM FpynnaMm bbina NpoaeMoHCTPUPO-
BaHa ponb reHa ALK, kak OCHOBHOIO MOJIEKYNAPHOro cobbiTUS, OTBETCTBEHHOIO 3a pas-
BUTUE ceMelHbIX GopM HB, 1 oHKoreHHoro daktopa npu psae cnopagmMyeckmnx cryvaes
3abonesanms [12-15]. BaxkHble faHHble O KOPPENAUMU MONEKYNSIPHO-TEHETUYECKMX Xa-
PaKTepMCTMK MeTacTaTuyecknx ¢opM HB 1 Bo3pacTa 6bifn NonydYeHbl MCCnenoBaTensaMm
13 MeMopuanbHOro oHkonorundyeckoro ueHtpa Sloan-Kettering. Cheung N.K. ¢ coaBT.
NoKasanu, YTO Ba>KHbIM OHKOM€HHbIM MEXaHM3MOM Y NaLMEHTOB NOAPOCTKOBOro BO3pacTa
M B3POCIbIX SBNKIOTCA MyTauum reHa ATRX, npuBogalime K akTMBaLMM MexaHn3Ma noga-
nep>kaHuna gnauHbl Tenomep [16].

B 2018 . rpynno y4yeHbix nog pykoBoacTeoM Fischer M. (YHueepcutet KenbHa, lep-
MaHuMsa) Bbina paspaboTaHa MonekynspHasa knaccubukaums Hb, obbsacHsoWas KIMHUYECKH
BapuabenbHoe TeueHne 3aboneBaHns MexaHu3MaMu NoaaepP KaHUa ONMHbI TENIOMEP M UX
coyeTaHMeM C MyTaLMAaMKU B KOMMNOHEHTaX CUrHanbHbix nyTen RAS-RAF-MEK u p53 [17].

TakuMM 0bpa3oM, NMOCTENEHHO B HayYHOM COODLLECTBE, 3aHUMaIOLLEMCS M3yYeHUEM
u nevyeHneM naumeHToB ¢ HB, Hakannueanacb MHbopPMaLMa O KIMHUMYECKOW Npe3eHTaLmm
3aboneBaHuns, 0COBEHHOCTAX NIOKanu3aLumn NepBUYHOM OMYyXONM U MEeTacTasoB, NOAXOAAX
K TMCTONOrMYyeckomn knaccudukaLmm u BbigeneHme MonekynspHoO-reHeTMYeCKmnx 0CobeHHo-
cTen HB, 4TO M Nerno B OCHOBY COBPEMEHHbIX CXEM AMarHOCTUKM U Tepanuu.
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MTABA 1. OBLLUME BOTPOCHDI

11 OnpepeneHue U aNUMAEMUONOrua HeMpobnacTombl
HeunpobnacToMa — 310Ka4eCTBEHHas OMyXo/b, Pa3BMBAIOLLAACA M3 KNETOK NpenLecTBeH-
HUKOB CUMMNATUYECKOM HEPBHOM CMCTEMbl. HeMpobnactoMa aBngeTca caMou 4YacTom
3KCTPaKpaHWanbHOM OMyXOsblo AETCKOro BO3pacTa, Ha OO KOTOPOW NMpPUXoamTca
8 % B CTpPyKType 3abonesaemoctn 3HO y aeten u 0o 10 % B CTPYKTYpPEe CMEPTHOCTH,
NPeUMyLLLECTBEHHO 3a CYET NauMeHTOB rpynnbl BbICOKOro pMcKa, YTO nogyYepkuBaeT
Ba>XHOCTb M3yYeHMs AaHHOWU NpobneMbl 1 HEOBXOAMMOCTb Pa3pPaboTKM HOBbIX METOO0B
nevyenmsa ons 6onbHbIX C MeTacTaTuyeckon dopmon 3abonesanHus [18].

Moka3aTenb 3abonesaemMocTu HB coctasngeT 1,0 Ha 100 TbiC. 4ETCKOrO HaceneHus
B rog, [19]. Muk 3aboneBaeMoOCTU NPUXOOMUTCSA Ha AeTel NepBbiX ABYX NeT XXU3HU, Npu
3ToM HbB aBnaeTca caMom yacTbiM 3HO y feTer nepBoro roaa xusHu. 90 % scex cnyyaes
3abonesaHmsa npuxogMTca Ha aeten mnaguwe 10 net. MokasaTenb 3abonesaeMoctt HB
Yy NOAPOCTKOB U MOnogbix B3pocnbix cocTtasnaet 0,02-0,04 Ha 100 TbiC. HaceneHus co-
OTBETCTBYIOLLLEro BO3pacTa. B nutepatype onucaHbl eanHuUYHbIe ClydYan 3abonesaHus
“ B bonee cTapllieM Bo3pacTe C ABYMS BO3PaCTHbIMM Nukamm B 30 1 50 neT. MNpu 3ToM
y B3pOC/biX NaumMeHToB Hb xapakTepusyeTrca ocobbiMu MONEKYNapPHO-reHeTU4eCKMMMn
XapaKTepPUCTUKAMM OMYXONU, MHOONEHTHbIM TeYeHUeM 1 HebNaronpPUATHbIM UCXOOOM.

Mpwu pacnpepeneHmm no nony npu HB valle 6GoneoT Manbynkn, HO reHeTnyeckas
OCHOBa 3TOro nNpeobnafaHnsa ocTaeTcs HeM3y4YeHHOM. B HacTosee BpeMs YeTKO He Bbl-
neneHbl GakTopbl OKPY>KaloLen cpenbl, BAMaoLLMe Ha pa3BUTHMe 3abonesaHms.

Kadenpa neTckoi OHKONOrMM, KIIMHUYECKOM OHKOJIOMMU U paguonorum

B pane cnyyaes HB MOXHO BbISBUTb BHYTPUYTPOBHO Npu NPOBEeAEeHUN YNIbTPa3BY-
koBoro nccnegoanus (Y3WM) nnopga. Onyxosb Yalle BbiBNSIETCS Ha TPeTbeM TPUMECTPE
bepeMeHHoCTM Npu nposedeHun Y3N. Mpu atoM Y3 MOXKET NPUMEHATLCS HE TOMbKO
ON9 OLEHKM OAMHAaMWUKM Pa3MepoB OMyXOonu BO BpeMsa OMHaMMYecKkoro HabnogeHus,
HO M C €ro NOMOLLbIO MOXXHO OLLEHMBATb ABUraTeNbHYIO aKTUBHOCTb N/1043a, YTO KpanHe
Ba>KHO NPW PacnpoCTPaHEHUU OMyXO/M B MO3BOHOYHbIM KaHas. bonee cnoxHbie MeTofbl
BM3Yyanm3aLum, TakMe Kak MarHUTHO-pe3oHaHcHaa ToMorpadusa (MPT) nnoaa MoryT BbiTb
3ape3epBMPOBaHbl NPU NoKanunsaLumm onyxonu B 0bnactu Weun 1 rpyaHom KNeTku, npum
NOOO03PEHMNM HA PACMPOCTPaHEHUE ee B NO3BOHOYHbINU KaHan. [pu 3TOM MeTofbl, Hecy-
LMe NyYeByto Harpy3ky (koMnbloTepHaa ToMorpaduma (KT), paguom3oTonHble MeTofbl),
He NPMMEHSIOTCS AN NPOBEeAeHUS AONOIHUTENbHOM AMArHOCTUKMU 0 POXKAEHUS pebeHka.

Mpwu NnpeHaTanbHO-BbIgBNEHHOM HB nepBMYHag onyxosb Yalle pacnonaraetcs B 0b-
NnacTM Hagno4ve4yHukoB (oo 90 % oT Bce cny4daes 3aboneBaHusd, puc. 1) 1 xapakTepusyeT-
CSl HU3KOW YaCTOTOM BCTPEYaEMOCTM HEBNAronpPMATHbIX LUTOreHeTUYECKMX MapKepoB
M XOPOLUMM AONTOCPOYHbBIM MPOrHO30M.

PucyHok 1.

Y34 nnoda. 28 Hed.
2ecmauyuu.
Ob6pa3osaHue npasozo
HadnoYeyHuKka
pasmMepoM 17-18 MM.
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B HacTosLLee BpeMs BbiaeneHbl reHbl ALK u PHOX2B, oTBETCTBEHHbIE 32 CEMeUHble
cny4au 3aboneBaHus, Ha OO0 KOTOPbIX NPMXoanTcs 1-2 % oT Bcex cny4daes HB. Bnepebie
ceMelHbIM cnydan pa3sutma HB 6bin onucad B 1945 r. Dodge H.J. u Benner M. C. [20].
B 1972 r. Knudson A. Bbicka3an nNpeanofioXeHue, YTo OByXyAapHas Teopust KaHLepo-
reHesa, onucaHHaa MM Ha npuMMepe PeTMHO61acTOMbI, Morna 6biTb NpMMeHeHa 1 K HB
[8]. AHanun3 aNUMAEMUONOrMYECKNX AaHHbIX MO3BOMMUI BbiCKa3aTb NpennofioXeHne, 4to
repMmHanbHble MyTaLMK OOMKHbI BbINK NeXkaTb B ocHoBe 20-25 % cnyyaes HB, a puck
pa3BuTUa HB y NOTOMKOB MNKU cUBnmMHra Mor cocTtaBnaTh 6-8 % [8]. MocnepytoLumne uc-
cnefoBaHUs NoKasasu, YTO YacToTa BCTPeYaeMOCTM CEMENHOM arperaunm cnyyaes HB
3HaUMTENbHO HMXKE. NoKa3aHo, YTO ceMelHble GOoPMbl 3a601EeBaHMS OTIMYAIOTCS 3HAYM-
TeNbHOM reTeporeHHOCTbIO B Npefenax oqHOM CEMbM U MOTYT BK/TtOMAaTb Kak NaLUMeHToB
C NTOKanM30BaHHbIMMK, Tak U MeTacTaTudeckmmn dopmamu HB, a Takxke naumeHTos ¢ MH.
KpoMe Toro, onyxonu, pasBuBLUMECH B OOHOM CEMbe, MOTYT PasiMyaTbCs Mo CcTaTycy
reHa MYCN 1 no nporHo3y 3abonesanus [21]. Bbino npogeMoOHCTPUPOBAHO, YTO YacCTb
ceMeMHbix cnydvaeB HB MoXeT coveTaTbCsl C 3ab60N1eBaHMAMU, B OCHOBE KOTOPbIX NIEXXUT
HapyLleHWe Murpaumm n guddepeHUMPOBKN KNEeTOK HEPBHOMO rpebHs (HeMpPoKpPUCTO-
natuu) [22], Takne kak 6onesHb MPLUNPYHra U BPOXXOEHHbIM CUHOPOM LiEeHTPabHOM
TMNOBEHTUASALMM.

NMoMuMo ceMelHbIx GopM 3aboneBaHmna NOBbILLEHHbIN PUCK Pa3BuTMa HB oTMeueH
NpPU LENOM psfe reHeTU4eCKnX CUHAPOMOB. K flaHHbIM CUHOPOMAaM OTHOCST CUHAPOMbI,
COMNPOBOXAaloLLMECH MaKPOCOMMEN, TaKne Kak CMHOPOM bekBuTa-BuaeMaHa, CUHAPOM
Cotoca (reH NSDT), cuHapoM Yusepa (reH EZH2), a Tak)Xe CUHAPOMbI, B OCHOBE KO-
TOPbIX NIeXaT repMUHanbHble MyTal MW reHOB, BOBIEYEHHbIX B CUIHasbHbIM MNyTb RAS-
RAF-MEK, Bkntovyasa HenpopmbpomaTos | Tuna (reH NF1), cuHgpom HyHaH (red PTPNTT)
n cuuppom Koctenno (reH HRAS) [23]. MocnenHas rpynna reHeTUMY4eCKMX CUHOPOMOB
B HacTodllee BpeMsa obo3HavaeTcs Kak paconatmun (RAS-pathies) n npegcraBnaetcs
Hambonee MHTEPECHOM, MOCKONbKY B HEAAaBHUX MCCNeQoBaHMAX NOKa3aHO BOBeYe-
HWe curHanbHoro nytM RAS-RAF-MEK B naToreHe3 Hb rpynnbl BbICOKOro pucka [24].
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CNUCOK reHeTUYECKUX CUHOPOMOB, OTBETCTBEHHbIX 33 NOBbILLIEHHbIM PUCK Pa3BUTUSA
HB npencTasneH B Tabnuue 1.

Tabnuua 1. leHemuyeckue cuHOPOMbI, npedpacnosiazaruwue K passumuro Hb [23]

FeHeTHUYECKMM CHHAPOM FeH/reHbl

CuHgpoM bekButTa-BugeMana CDKNI1C, KCNQIOTI, H19, ICR1
CunHgpomM CoToca NSD1
CuHppoM Yueepa EZH2
CuHppoM NIn-dpayMeHu TP53
Henpodunbpomartos | Tnna NF1
CuHgpoM Kocrtenno HRAS
CuHapoM HyHaH PTPNT1
CuUHOPOM ceMeMlHOoM naparaHrinombl/ GeoxXxpoMOLUTOMBI SDHB

KpoMme Toro, onmcaHa accoumaums Hb U BPOXKAEHHbBIX MOPOKOB pa3BUTHS, Haubonee
4acTo C MOPOKaMM cepaua. Y Takux geTen onyxosib YacTO BbISBNSAETCS CNyYalHO Npu
MPOXOXAEHUU OUCMAHCEPHOro 0bCcnenoBaHus Unn obcnenoBaHus nepen onepaTMBHbIM
BMellaTenbCcTBoOM [25].

BonblMHCTBO cnyyaeB pa3BuTUs HB - 3To cnopagmyeckune cobbiTms.

1.2 AHaToMMuecKas NokKanusauMms M KNMHUYecKas npeseHTauus HeMpobnacToMbl
Hanbonee yacTon aHaTOMMYECKOM ToKanm3auuen nepsuYHomn onyxonu npu Hb asngetcs
obnacTtb Hagno4ye4yHnkoB (40 % npu nokanusoBaHHbIX popMax 1 60 % nNpu MeTacTaTu-
yeckoM 3aboneBaHunn) 1 3abplolIMHHOE NpocTpaHcTBO (30 %). B 3agHeM cpenocTeHmu
nepBMYHag onyxosb BCTpeyaeTca B 20 % OT BCex cnyyaes 3aboneBaHus. K bonee pegkmm
NnokKanusauusM oTHocaT obnacTb wen (1-2 %) 1 manoro Tasa (1-2 %).

N
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HeobxoauMo oTMeTUTb, YTo B 1% cnydyaeB HB MOXKeT xapakTepu3oBaTbCs HaIMUK-
€M OTHaNeHHbIX MeTacTa3oB 6e3 BbigB/IEHWS NEePBUYHOro ovara. Yalle Bcero MetacTa-
3bl PacnonaraloTcs B KOCTAX cKeneta, KOCTHOM Mo3sre (KM) n opbute. Mpu nogobHom
KNMHUYECKOW Mpe3eHTauum 6one3Hn BO3HMKAIOT CMIOXHOCTM B MOCTAHOBKE AMarHo3a,
nposoantcsa auddepeHumanbHbiM AMarHo3 Mexkay nemkosamm n apyrmmm sugamm 3HO,
YTO 3a4acCTylo NPMBOAMT K NO3QHEMY Havany cneundunyeckon Tepanmu.

HelpobnacTtoMa MoXeT ebioTUpoBaTh C KITMHUMYECKOM CUMNTOMAaTUKK, KOTopas
3aBUCUT OT aHAaTOMMYECKOro PacnofioXXeHUs NepBUYHOM OMYyXONu M ee pasMepos,
NOKanmM3auum 1M pacnpoCTPaHEHHOCTU MeTacTaTUYECKUX O4aroB M HanuMyms napaHe-
onnactuyeckux cuHgpomos (MHC). Y 40 % naumeHTOB OoTMeYaeTcs NToKann3oBaHHas
dopMa 3abonesaHma. [pM PacnonoXKeHUn onyxonm B o6nacTu HagnoYeuYHuKa U 3a-
OpPIOLWMHHOM NPOCTPaHCTBE BOoMbHbIe MOTYT NPEAbABNATL Xanobbl Ha 60NN B XKMBO-
Te, B psige Cnyvyaes BbISIBNSETCS YBEMYEHME Pa3MeEPOB M aCMMMETPUS XKMBOTA; NpU
noKanu3saluu onyxonum B 3afHEM CpefoCTEHUM BONbHOIO MOryT 6eCNOKOUTb Kallenb,
OfbllIKa, OOQHAKO, BbISIBIeHWE OMyXONM MOXET BblTb Cly4YalHOW Haxo4KOM Npu MpPo-
BeOeHUU peHTreHorpadmm no nosoay gpyroro 3abonesaHus (Hanpumep, OPBU).
Jlokanusaums nepBUYHOro o4ara B o6nacTu Weun u 3agHe-BepXHEero CpeaoCTeHus
MOXET NPUBOAUTb K Pa3BUTUIO CUHAPOMa lopHepa (NTo3 — NpOBUCaAHME BEPXHErO
BEKa, MMO3 — yMeHblLUeHWe gMaMeTpa 3pavykoBOro OTBEPCTUSA U dHOdTaNbM — 3anage-
HWe rnasHoro s610Kka BHYTPb OpbMTbI) Ha CTOPOHE nopaxkeHusa. boneson cMHOPOM,
3anopbl, HapyLleHME MOYEMCNYCKaHUA MOryT BbiTb KIMHUYECKUMM npoasneHus HB,
nokanusoBaHHOM B obnacTu Manoro Tasa.

MeTacTaTnyeckoe pacnpocTpaHeHne Ha MOMEHT aebtoTa 3aboneBaHns BbigBNAET-
cs 6bonee YeM y NosIoBMHbI NauMeHToB ¢ HB, 1, Kak NpaBuNo, NPUBOAMT K Bblpa>k€HHOM
KNMHMYECKOW CMMNTOMaTUKe. BbligensaioT ase Metactatuyeckme dopMbl HB, kKoTopble
pa3nmMyaloTCa Mexay cobom no xapaktepy M obbeMy MeTacTaTM4eCKOro pacnpocTpa-
HEeHMs, BO3PaCTy 3ab0NEeBLUMX M NPOTHO3Y — 4 U 4S cTaguu. KnuHUYeckas KapTUHa B 3TUX
Cny4vasix MOXET pa3fin4aTbCs.
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Haunbonee yacTto MeTacTasbl npu HB nokanmsytotca B KM (70 %), kocTax ckeneta
(50 %), oToaneHHbix NuMdaTnyeckmnx ysnax (30 %), nevyenun (18 %) n opbute. bonee
penkas nokanusauumn Metactasos B nerkmx/nnespe (no 10 %) npu HB, kak npasuno
XapakTepusyeT HebnaronpuUATHbIM NPOTrHO3 U TPEBYIOT SKCNEPTHOM OLLEHKM OaHHbIX
BM3yanun3aumnmn, ocCObeHHO ecniM 3TO egMHCTBEHHas 30Ha MeTacTa3mpoBaHua [26]. Jlo-
KanuM3aums MeTacTa3oB B LieHTpanbHOW HepBHOM cucteMe (LUHC) penko BcTpevaeTcs
B nebioTte 3abonesaHus (0,6 %) n bonee xapakTepHa A5g NaLUUMEeHTOB rPynMbl BBICOKOrO
pMCKa, pa3BMBLUMX HebnaronpuaTHoe cobbiTue (peumans, nporpeccus). JocTaTouyHo
XapaKTepHbIM ABNAEeTCA MeTacTa3upoBaHMe B permoHasnbHble NuMpaTUYecKue yanbl.

Y neTen NepBOro rofa >XM3HU MeTacTaTMYeckme o4aru Yallle BbiBSIOTCA B MeYeHH,
NOAKOXXHO->KMPOBOW KNeTYaTKe, YTO BXOAMT B NOHATUE 4S CTaauM, KOTopas xapakTepu-
3yeTcs bonee 6GnaronpuUsaTHbIM OTAANIEHHBIM MPOrHO30M, YeM UCTUHHasA MeTacTaTuyeckas
dopMa - 4 cTagma. Ona 4 ctagmm, HaNPOTMB, TUMMYHBIM ABNAETCS MaCCUMBHOE NopaxkeHne
KM 1 KOCTHble MeTacTasbl.

MeTacTatMyeckoe pacnpoCTpPaHEHUE ONMYyXONun, Kak NpaBuio CONPOBOXOAET-
CS KNIMHUYECKOM CUMNTOMAaTUKOM. MpKM MacCCUMBHOM MeTacTaTMYECKOM MopakeHune
nevyeHu npu 4S cTaguu MOryT pas3BMBATLCS XXM3HEYTpPOXKaloLMe COCTOAHUS — abao-
MUHaNbHbIM KOMNAPTMEHT CUHAPOM, KOTOPbIX TpebyeT He3aMeaNUTeNbHOro Havyana
cneumduyeckomn tepanmm (MXT, JIT) U KNTUHUYECKM NPOABNAETCS YBEMYEHUEM B Pa3-
Mepax >XMBOTa 33 CYET MaCCUMBHOM renatoMeranmm, CHM>KeHMeM obbeMa KOpMIeHus
M YaCTbIMM CPbIFTMBAHUSAMU, OTEKAMU HUXKHUX KOHEYHOCTEMN, HapyLUEHUEM AblXaHUS
n ModencnyckaHms. NMOMUMO KNUHUYECKUX NPOABNEHUM, OTMEYaloTCa M3MEeHEeHM
B aHanM3ax KpoBu (HapylleHne KoarynorpamMMmsl, Yalie runodubpuHoreHeMms, CHU-
>KEHUEe 3HaYeHMs anbbyMuHa U T.4.).

Jlokanusaums MeTacTaTMYECKMX O4YaroB B KOCTSAX CKeneTa MOXKeT NposBAsATbCS
6oneBbIM CUHAPOM, NaTONOrM4eckmMu nepenoMamm (puc. 2).

K 06LWHnM HecneundmnieckmnM KNMHUYECKUM NpoasneHnsm B aebiote Hb oTHocAT:
NUX0OpPagKy, NOBbILEHHYIO MOTAMBOCTb, CHUXKEHME anneTuTa, NOTEPIO MaccChbl TeNa,
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PucyHoK 2. PeHmeaeHozpagus HUXXHUX KoHeYHocmel. B cmpykmype HuxxHel mpemu nesol
6edpeHHOU KOCMU 8U3YaaU3UPYEmMCcs Yyacmok 630Yymusi KOCMU C HEPOBHLIMU HEYEemKUMU
KOHMYPAMU HA pOoHE KOMOPO20 omMeyaemcs namosoaudyeckull ppazMeHmMupPoOB8aHHbIU
nepesioM, npuiexauwjue Msazkue mKaHU YmosueHsl. M3meHeHusi sepxHeld mpemu npasou
bonbwebepyosol KOCMU C NPU3HAKAMU NAMOI02UYECKO20 NepesoMa U NnepuocmasisHol
peakyuel no 3a0HeMY KOHMYPY.

obulee HegoMoraHue M T.4. [NepedyncneHHas KIMHUYEeCKas CMMNToOMaTuKa bonee
XapaKkTepHa ang Mertacrtatmyeckon GopMbl 3aboneBaHna, HO MOXKET OTMevaTbC
M NPM MaAaCCMBHbIX pPa3Mepax NepBMYHOM onyxonu. YkasaHHaa Hecneumduyeckas
CMMMTOMAaTHKa B pafe Criyvyaes 3aTPyOHAeT OMarHoO3 M NPUMBOAUT K MNO3AHEN Mo-
cTaHoBKe gMarHosa Hb. B tabnuue 2 npencraBneHbl OCHOBHbIE KITMHMYECKME NPo-
apneHus npu HB.
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Tabnuua 2. KnuHuyeckas cumntToMaTtuka npu HB
B 3aBMCMMOCTM OT NlOKanM3aLmm NepBMYHOM OMYyXOM U MeTacTa3oB

Jlokanusaums nepBMYHOM

CuMnNTOMDI

onyxonm

ManbnnpyeMoe obpasoBaHue, CUHOPOM MopHepa, Kallesb, ofblLiKa,

LLless/3apHee cpenocTeHue o
/san pen 601 B rpyaHOM KneTke

O6nacTb Hagnoye4yHukos,/ YBenuyeHue B pasMepax XnBoTa, aCUMMETPMUS XXMBOTA, Nanbnmpyemoe
3abploLlnHHOE NPOCTPaHCTBO obpasoBaHue, 60K B XXUBOTE

3afepkka MoYencrnyckaHus, 3anopbl, aMapes, 6oneson CUHAPOM,

Manbii Tas
nanbnupyemMoe obpaszoBaHune

Jlokanu3aumusa MeTacTtasoB CuMNTOMBI

Boneeson cMHOPOM, aCUMMETPMS KOHEYHOCTEN, NaTONOrMYeckmi

KocTtu ckeneta
nepenoMm, XpoMoTa, nanbnmpyeMoe obpasoBaHue

Opburta MNMepuopbuTanbHbie 3KXMMO3bI, CMENOoTa, aCUMMETPUA Ma3HbIX Wenen

KoCTHbIM MO3r AHeMua, TpoMbouuTONEHMS

MoBbllWeHWe TeMnepaTypbl TeNa, NOBbILIEHHas NOTIMBOCTb, CNabocTb,
ObLwme CUMMNTOMBI BANOCTb, BbICTPast yTOMAAEMOCTb, CHUXXEHUE anmneTunTa BNIOTL 4O OTKa3a
OT efibl, CHMXXEHUE MaccChl Tena, He NoKann3oBaHHbIM 60NeBOWN CUHAPOM

1.3 lMapaHeonnacTU4YeCcKHMe CUHAPOMbI
MapaHeonnacTMyeckme CUHAPOMbI = Fpynna CUHAPOMOB, OBYC/TIOBNIEHHbIX Onocpeno-
BaHHbIM AEMCTBMEM OMYyXONEBbIX KNETOK Ha MeTaboM3M, UMMYHUTET U PEryNaTOPHbIE
CUCTEMbI OpPraHM3Ma, 1 NPOSBMBLUMXCA B OTOANEHMU OT OMNYXOSM U MeTacTa3oB. Mexa-
HM3Mbl pa3suTua NHC:
1) MHOYUMPOBAHHbIK ONYXONbl ayTOMMMYHHbIN OTBET;
2) cekpeums onyxonbto GyHKLMOHANbHbIX MENTUO0B UM FOPMOHOB.
HelpobnacToMa aBngeTcsa onyxosblo, KOTopas No CPaBHEHUIO C OPYTMMU BUOAMM
3HO y peten, Hanbonee Yacto conpoBoxaaeTtca passutmem MNHC. MNpu HB BCcTpevatoTcs
cnepytoume MHC:
1) CO CTOPOHbI HEPBHOM CUCTEMbI — CUHOPOM OMNCOKIOHYC-MMOKNoHyc (OMC);
2) CO CTOPOHbI Xenygo4YHO-KMLIEYHOro TpaKkTa — cekpeTopHasa amapes (CL).
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Kadenpa neTckoi OHKONOrMM, KIIMHUYECKOM OHKOJIOMMU U paguonorum

1.3.1 CMHAPOM ONCOKNOHYC-MUOKITOHYC

OpHuM 13 Hanbonee YacTtbix NMHC npu HB asnseTtca cuHapoM OMC, U3BECTHbIM TakK XKe
nof, CUMHOHUMAaMU «CUHAPOM TaHLYOLWMX rnas» u «aHuedpanonatnus KMHCOypHa» u xa-
pPaKTEPU3YIOLLMACS TPEMSA OCHOBHbBIMM NMPOSABNEHUAMM:

* OMNCOKJTIOHYC — COBMECTHbIE BbICTPble, HeperynspHble U HepaBHOMEpPHbIE MO aMMIu-
TyAe ABMXKEHUS rNa3HbiX S6/10K, 0BbIYHO B FOPU3OHTaNbHOM NTIOCKOCTH, Haubonee
Bblpa)keHHble B Havane ¢oukcalmm B3rnsga);

* MUOKJ/TIOHYC — NOAEPIrUBAHUA HEANUNENTUYECKOro XapaKkTepa, KOTOpble 3axBaThbl-
BalOT TY/IOBULLE, KOHEYHOCTHU M NTULO);

* aTaKCH4.
3TW CMMNTOMbI YaCTO aCCOLMMPOBaHbI C MOBEAEHYECKMMU HapyLLEHUAMK (HanpuMep,

pa3apakMTeNbHOCTbIO, MNAaKCMBOCTbLIO, BMIOTb A0 NPOABIEHMIM ayTOarpeccum u arpec-
CWM MO OTHOLLEHMIO K POAMUTENAM), HAPYLLUEHUEM CHA U KOFHUTUBHbIMU PACCTPOMCTBAMM.

Hanbonee yacto OMC BCTpeuaeTcs y AeTen B BO3pacTHOM rpynne ot 140 3 ner,
Me[MaHa BO3pacTa Ha MOMEHT MNOSBNEHMUS NePBbIX CUMATOMOB cocTaBnseT 18 Mec.
B egmHuMyuHbIX cnydasax OMC BcTpedaeTcs y geTen nepsBoro roga »Km3Hu. 1o gaHHbIM
M. Pranzatelli y naunentoB ¢ OMC HB Bbigensgetca B 50-80 % cny4daeB [27]. YacToTa
OMC npu HB pocturaet 2-4%. B 6onblumnHcTBe cnydyaee OMC npu HB gebiotnpyer
C HEBPOJIOrMYECKOW CUMMNTOMATUKM U TONbKO MOTOM Npu 06CneqoBaHUMU BbiSBNSETCA
onyxonb. B nuTepaTtype onucaHbl eamMHMUYHbIE CllyyYau, Koraa nepBoHavanbHo bbina ama-
FHOCTUPOBaHa HB 1 Yepe3 HeECKONbKO MecsaueB NpUcoeamMHmMnach HeBpOaornyeckas
cuMnToMaTuka. CpegHsas NPOAO/IHKUTENbHOCTb OT MOMEHTa NOSIBNEHUS KIMHUYECKMX
CMMMNTOMOB [0 NOCTAHOBKWU gMarHo3a Hb no pa3HbiM JaHHbIM COCTaBNSET HECKOJMbKO
Mecsaues [28].

KnuHuyeckne ocobeHHocTn TedeHns OMC u pesynbTaTbl UCCNeaoBaHMIM, Hanpas-
NEHHbIX Ha MOHUMaHMeE NaToreHeTUYECKUX MEXAHM3MOB, NNeXKalllMX B OCHOBe 3aboneBaHus,
yKa3blBaloT Ha ayTOMMMYHHYIO NPUPOoAY NpoLlecca. YacToTa ayTOMMMYHHbIX 3a60n1eBaHuM,
TaKUX Kak ayTOMMMYHHbIE NOPaXKeHUs LMTOBUOHOM Xenesbl U peBMaTnieckue bonesHu,
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PucyHok 3. MazHuUmMHo-pe3oHaHCHAsS momMozpadusl.
MapasepmebpansbHoe pacnonoxeHue onyxoau npu H6 u OMC

Yy POACTBEHHMUKOB nauneHToB ¢ OMC 3HaUMTENbHO BbIllE, YEM B KOHTPO/bHOM rpynne
(15% npotnB 2 %). KpoMe Toro, nokasaHa accoumauns OMC c onpeneneHHbIMM aHTH-
reHaMu rMaBHOro KoMnnekca ructocoeMecTMMocTy Il knacca (nokyc DR B101). JaHHble
$aKTbl, yKa3blBalOT Ha reHETUYECKYIO NPEeapacnono)KeHHOCTb K passuTuio OMC [29, 301].

Ponb MMMyHoORorn4yeckmx Mexanmamon npmn OMC, accoumnmnposaHHoM ¢ HB, noa-
TBEPXKOAaeTCH MMCTONOrMYECKOM KapPTUHOW OMNyXO/nn B BMAE BblpaXke€HHOU NnMdOoLU-
TapHOM MHOUNBTPALMM M HANUUMA NMMPOUaHbIX donnukynos. Cnegyet OTMETUTb, YTO
B natoreHese OMC urpaet posb Kak ryMopasibHO€, Tak U KNeTOYHOE 3BEHO MMMYHUTETA.

Kak npasuno, npu OMC 1 HB nepBMYHas Onyxonb — 3TO HebonbLLoe No pa3Mepy
obpa3zoBaHue (B 6oNbLUMHCTBE CllyYaeB 40 5 cM), Yalle pacnonaratolieecs napaeepre-
BpanbHO (PUC.3), YTO MOXKET 3aTPYAHATb OMArHOCTUYECKMIM MOUCK OMYXONMU NPU KIUHMU-
yeckoM kapTmHe OMC u TpebyeT nposeneHus BM3yann3aLmMOHHbIX METOL0B BbICOKOMO
Ka4yecTBa, a Takxke o0bs3atenbHOro pedepeHca BbiMONHEHHbIX MCCNed0oBaHUM B LIEHTPaX,
obnapatoLmx BbICOKOM KOMMeTeHUmMen B nedeHumn geten ¢ 3HO.
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B 90 % onyxonb npu OMC HOCUT HeMeTacTaTU4YeCcKun xapakrep. Mo Bcen Buau-
MOCTU, MMEHHO BbIPa>€HHOCTb NPOTMBOOMNYXONEBOrO MMMYHHOIO OTBETa OpraHmM3Ma
y naumeHToB ¢ OMC onpegenseT Manble pa3Mepbl 06pa3oBaHna M OTCYTCTBME MeTacTa-
30B. Yallle BcTpeyatoTca auddepeHUMpOoBaHHbIe TMCTONOrMYeCKMe BapmaHTbl, Takne Kak
raHrnMoHenpobnactoma (FTHB). BONbWMHCTBO CNy4YaeB OTHOCUTCSA B NMPOrHOCTUYECKM
BnaronpuaTHyO rpynny no MeXayHapoaHOW rmcTonorndeckomn knaccuodukaumm HB
(INPC-$5nternational Neuroblastoma Pathology Classification (the Shimada system).
B 60MbLUMHCTBE C/lydYaeB OMMCaHO OTCYTCTBME HEBNAronpPUATHLIX LIUTOreHeTUYECKUX
MapkepoBs (aMnnundukaumm reHa MYCN) npu gaHHoOM natonormu. B nutepatype npea-
CTaBNeHbl NWLWb eaAuHUYHble cnydyan MYCN-nosuTtneHon HBE B couetanun ¢ OMC, Bce
3TU NaLUMUEHTbl MMeNN HeBNaronpPMATHbLIM MPOrHO3, YTO NoaYePKUBaET BNUSHME Hebnaro-
NPUATHBIX LLUTOr€HETUYECKNX M3MEHEHMIM Ha NPOrHO3 3aboneBaHns BHe 3aBUCUMOCTHU
OT Apyrmx ¢aKkTopoOB.

HelpobnactoMa B coyeTaHun ¢ OMC Yale MeTabonmyecku HU3KOaKTUBHas ONyXo/ib.
MNoBbilLleHMe MeTaboNnTOB KaTEXONTAMUHOB B MOYe OTMeYaeTCs B HeBO/bLLIOM NPOoLeHTe
cnydaeB. CneundUYHOCTb U YYBCTBUTENBHOCTb BaXKHOIO AMArHOCTUYECKOro MeToaa npu
HB - cumMHTMrpadmm c MeTanoadbeH3UNryaHuauHOM (MMBI) cocTasnseT okono 76 % npu
1u 2 ctagum 3abonesaHus, npu covetaHnn HB6 1 OMC 3TOT NPOLEHT MOXET BbITb elle
HUXKe. [laHHble OCOBEHHOCTU HEOBXOAMMO YUYUTLIBATb NPU MNPOBEAEHUN AMArHOCTMYE-
CKOro nowncka y 60mbHbIx ¢ OMC. PeHTreHorpaduu, Y3U, cumHturpadumn ¢ MMBI uHoraa
BblBaeT HEQOCTATO4HO /19 OBHapPYy>KeHMs onyxonu. KoMnbloTepHasa ToMorpadusa u MPT
(ronosbl, Weun, rpygHOM KNeTku, BPIOLWHOM NONOCTU M MaNoro Tasa) C KOHTPACTHbIM
ycuneHmeM (KY) asngaeTcs cTaHAaPTHbIM NPOTOKOIOM Y NaLMeHTOB ¢ cuHapoMoM OMC
ana noucka Hb. PekoMeHayeTcs BbINONHATb AaHHbIM 06beM obcneqoBaHua Npu gebiote
HEBPONOrMYEeCKOM CUMNTOMATUKM M fanee Ka)kable 6 MecC. Ha NPOTSXKEHMM 2 NeT eCnu
npu NepPBMYHOM UCCNENOBAHNN ONYXOsb HE Bbina BbiSBNEHa.

Mopxopabl K Tepanun HB 1 OMC cTpoaTca B 3aBUCMMOCTM OT CTpaTMdUKaLMK
Ha rpynnbl pucka. Tak Kak 60MblWMHCTBO NauueHToB ¢ HE u1 OMC cTpatuduumpytoT-
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CSl B rpynny HU3KOro pUCKa, OCHOBHbIM METOAOM JIeYeHUs ABNAETCS XMpypruyeckoe
yaoaneHue onyxonu. TepanuMsa HEBPONOrMYeCckoro CMHAPOMa MPOBOAUTCH COBMECTHO
C BpaYaMU-HEBPOOraMu M BKIKOYAET BbICOKME A03bl MMIOKOKOPTUKOCTEPOMUAOB, XMMMU-
onpenapatbl (umknodocdamun), BHyTPUBEHHbIE UMMYHOMOBYMHBI, PUTYKCUMAb 1 gp.

MporHo3 ana nauneHtTos ¢ HB 1 OMC xopolumi u 3-neTHasa obLias BbIXXKMBAaEMOCTb
pocturaet 90 % npu Bcex ctaguax HB.

1.3.2 CekpeTopHasa guapes

BTopbiM Hanbonee vyacTbiM NMHC npu HB asnsetcsa C[l, koTopas BCTpeYaeTcs NPUMepHo
B 1% cny4daes [31]. CuHOHMM C[ - cuHOpoM BepHepa-MoppucoHa, CUHOPOM BOOHOM
Anapen-runokanmeMumn-axnopruapun, CUHAPOM NaHKpeaTM4eckon xonepbl. Bnepsble
C[I v runokanueMms y B3pOoC/biX NaLMEHTOB C OMYXOJbio MOAXKENYA04YHOM XKene3bl bbina
onucaHa B 1958 r. Verner J. V. 1 Morrison A.B. B 1959 r. M. Green onybnukoBan onmMcaHue
3 cny4vaeB XPOHMYECKOM AMapen y naumeHTos ¢ MH.

OCHOBHbIM NaToreHeTnu4ecknMM MexaHmsMoM passutma CI npu HBE aengeTcs
NPOAYKLMS OMyXONblo Ba3aMHTECTMHaNbHoro nentmaa (BUIM), kotopbii obnagaeT Bbl-
pa)keHHbIM PaccnabnaowmnM OeNCTBUEM Ha MMaAKMe MblllLbl KPOBEHOCHbIX COCYOOB
N COUHKTEPDI, YBETMUYMBAET KONMMYECTBO BbiAeNSeMblX NaHKpeaTUyecknux GepMeHTOoB,
TOPMO3UT CEKPELMIO CONAHOMN KMCNOTbl OBKNaA0UYHbIMU KNETKaMM XenyaKa, yCunmsaet
KMLLIEYHYIO CeKpeLmio M cekpeLmio brkapboHaTOB NOAYKENYa04HOM XKeNne30ou, YTo Npm-
BOAMT K Pa3BUTUIO KIIMHUKKU OMAPENHOrO CUHOPOMA.

KnuHuyeckasa kapTUHa 3aboneBaHMa cknagblBaeTca U3 AIMTENbHOrO AMapenHoro
CMHAOPOMA, XapaKTepM3yoLerocs MHOrokpaTHbIM BOOSHUCTbIM CTY/IOM, HE OTBevato-
LWMM Ha CTaHOapTHble MeToabl Tepanun. [NocTeneHHO pa3BUBAOTCA INEKTPOSIUTHbIE
HapyLleHuns (runokanuemMus, MeTabonmyecknin aumaos, runoHaTpmMeMms), TpebyoLime
rocnutanusaumm pebeHka B Cneumanm3MpoBaHHbIM CTaLMOHaAP M NPOBEeaeHM 3aMeCTH-
TenbHOM MHPY3MOHHOM Tepanuu. OTMeYaeTcs yBenmMdeHne B pa3Mepax >KMBoTa, MeTeo-
PU3M, MOTEPS MaccChl Tena. B psae cnyvyaes NpoxoguT HECKONbKO MeCSLEB OT NOSABNEHUS
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nepBbIX KTMHUYECKUX MPM3HAKOB 3aboneBaHus Ao BbiasneHusa HB. B otnnumnn ot OMC,
npu HB 1 C[1 yalle 6onetoT Manbunku, MegmaHa Bo3pacTta Ha MOMEHT NOCTaHOBKM AMa-
rHO3a cocTaBnser 18 Mec.

Mo BpeMeHU pa3BUTUA BblOeNAoT NEPBUYHYIO M BTOPUYHYo CL. Mo nepBUYHOM
C[ noHMMatoT amapeto, NpealwecTBYOLYO BbISBIEHMIO OMYyXONW, Nogd, BTOPUYHOM —
pa3suTne Cll y pebeHka c ycTaHOBNEHHbIM AMarHo3oM HB Ha aTane npoeegexmsa MXT
(Yalle NauMeHTbl rPynMbl MPOMEXYTOYHOIO M BLICOKOIO pucka). HepobnactoMma, ac-
coummpoBaHHas ¢ nepsmyHoM ClI, XapakTepmusyeTcs, HU3KOM YaCTOTOM BCTPEeYaeMoCTH
MeTacTaTnyecknux GopM 3aboneBaHms, PeOKOCTbIO BbIIBEHMS HEBNAronpUATHbIX Lu-
TOreHeTU4YeCKMxX MapKepoB, HanpmMMmep, aMnnmdukaunmn reHa MYCN, rucTtonormyeckm
6onee gudpdepeHUMpPOBaHHBIMU OMYXONaMK C BOraTton CTPOMOM BapmuaHTaMu. MNpPorHos
Ansa naumeHToB ¢ HB 1 nepemyHon C[LI oueHMBaeTcs kak 61aronpuaTHbIN.

BTopuuHaa C[1 pa3BuBaeTcs Ha doHe nposeaeHus MNXT unu, vawe, auddepeHumpo-
BOYHOM Tepanuu 13-Lumuc-peTMHOEBOU KMCNOTOM B rpynne naumeHTOB MPOMEXXYTOYHOro
M BbICOKOIO pUcCKa. MHULMANbHO TMCTONOrMYECKM Y TakKMxX BOMbHbIX Yallle AMarHOCTUPY-
eTca Hu3koanddepeHunpoBaHHbIM noaTnn HB. Bo BpeMsa npoBoanMoi cneunduyeckon
NPOTMBOOMYXONEBOM Tepanuu MoXKeT npoucxogmTb audpdepeHUnpOoBKa ONyXoneBbix
KNETOK, YTO CONPOBOXAAETCS NOBbILLEHUEM aKkcnpeccuun BUI. CnenyeT OTMETUTb, YTO
pa3suTHe C[l Ha ¢doHe npoBedeHuns cneundmyeckon Tepanuu TpebyeT nposeaeHms
nndbdepeHLnanbHOU AMarHoCTUKMU C MHGEKLMOHHBIMU NPoLLeccaMm U OPYTrMMU OCITOXK-
HEHUSIMM Tepanuu.

Ona tepanuu CL, onucaH onbIT NPUMEHEHUS CTEPOUOHbBIX TOPMOHOB, CUHTETUYE-
CKMX aHaNoOros COMaToCTaTMHa, O4HAKO, OCHOBHbIM METOLOM ABNAETCSH XMPYPrudeckoe
BMeLaTenbCTBO. [1py HEBO3MOXKHOCTU BbINONHEHWUS PAaAUKANbHOIO YAaNeHUS ONyXOonu
B CBSI3M C Ha/IMYMEM MHOXKECTBEHHbIX HaKTOPOB pMCKa NO AaHHbIM BM3yanusaumm (Ha-
npuMep, BOBNEYEHUE B TKaHb OMYXONMU KPYMHbIX KPOBEHOCHbIX COCYA0B) MOXET bbiTb
BbINOJIHEHA YaCTU4YHasa pe3ekuus. Kak npaBuno, HopManmsaumsa 4acToTbl M xapakTepa
CTyna NPOUCXOAUT B NepBble CYTKU MOCNe onepaumu.
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TaknM obpasoM, gpnutenbHasa CL y pebeHka paHHero Bo3pacTta He oTBevatollas
Ha CTaHOAPTHYIO CUMMNTOMaTMYECKYIO Tepanuio U NPUCOednHEHUEe C TeYeHUeM Bpe-
MEHU 3/1EKTPONUTHBIX HaPYLLEHWU, TpebyeT NpoBeaeHMa CKPUHUHIA 015 BbIBNEHUS
HB. Tak >ke pa3BuTHe AMapenHOro cuMHApoMa y naumeHta ¢ Hb Ha dpoHe npoBeneHms
cneumdmyeckomn Tepanmu, TpebyeT UckntoveHns BTopuyHom Cl, obycnoBneHHOW -
nepnpoaykunen BUM onyxonbio.

1.4 3SnupypanbHas KoMnpeccus Npu HeMpobnacTtoMme

B 5-10 % oT Bcex cnyvyaeB Hb oTMevaeTcs pacnpoCcTpaHeHne onyxon B NO3BOHOUHbIM
KaHan ¢ pa3BUTUEM KOMMPECCUM CMIMHHOIO MO3ra, Npu 3ToM y 60 % NauMeHTOB OTMEYaeTCs
HeBpOorMyeckas CUMNTOMaTMKa Ha MOMeHT AebtoTa 3aboneBaHMa B BMAE HAPYLLUEHUS
LOBMXKEHUS B KOHEYHOCTSX (napesbl/napannum), HapyLueHus GyHKL MM Ta30BbIX OPraHoB,
6onesoro cuHgpoma (puc. 4) [32]. KnHnyeckaa cMMnToMaTUKa 3aBMCUMT OT BO3pacTa
naumeHTa, YPOBHS MHBA3MM B NMO3BOHOYHbIM KaHan M CTEMNeHM KOMMNPECCHMM CMIMHHOIO
Mo3ra. Y geTen paHHero Bo3pacTa npeobnagatoT ABMraTeNibHble HapyLLEeHUs, KOTopble
MOTYT Pa3BUBaTbCS OCTPO MU MHOONEHTHO B TEYEHUM HECKObKUX MecsaLeB. B rpynne
[eTel paHHero Bo3pacTta O4YeHb CMIOXHO OLEHUTb HapyLleHue GYHKLMM Ta30BblX OPraHOB
(Hepep>kaHMe/noaTeKkaHMe MoYM, 3aMopbl MK YacTas aedekaums), 4To TpebyeT 6osb-
LLIOrO OMbITa, Kak CO CTOPOHbI NeauaTpa, Tak M HeBporora. Y feTen ctapLuero Bo3pacTa
Ha NepBbIM MNaH B KIIMHUYECKOWU Npe3eHTaumMm BbIXOOUT 6ONEBOU CUHOPOM.

PucyHoK 4.

KomneromepHasi U MOG2HUMHO-
pe30HaHCHas momoepadgdus.
PacnpocmpaHeHue onyxosau
8 N0380OHOYHbIU KaHan npu HE




HenpobnactoMa y aeTel U NogpoCTKOB: 3NUAEMUONONUS, KIMHUYECKas NPe3eHTaums U MarHocTmKa

KOHTpOnbHble BOMPOCHI

Yto Takoe HB? JanTe onpepeneHme.

Kakue BapuaHTbl BMONOrMyecKkoro noeeaeHmsa xapakrepHol ans HB?

YKaxkute nokasartenb 3abonesaeMocti HB 1 BO3pacTHOM NKK 3a601€BaeMOCTH.
KakoM yaenbHbIK Bec B CTPYKType 3abonesaemMoctu 3HO y geTten 3aHumMaeT HB?
BcTpeyvatoTca nu cnyvam BHYTPUYTpObHOro pa3sutma HB y nnoaa?

YKa>kuTte OCHOBHble AMarHOCTUYeCcKMe MeTobl UCCrefoBaHUs MPU NOA03PEHUN
Ha Hannuue HbE y nnoga.

o p WP S

7. YKaXute 4acTtoTy BCTpevyaeMocTH ceMelHon GopMbl HB U reHbl, OTBETCTBEHHbIe
3a faHHoOe cobbiTHe.

8.  YKaXkuTe reHeTUYecKkue CMHOPOMbI, Npeapacnonaratowme K passutmio Hb.

9.  OnuwuTe CTPYKTYpYy aHaTOMMYECKOM Nlokanunsaumm nepBUYHOM onyxonu npu HB
M OCHOBHbl€ KIMHUYECKME NpOoaB/eHMsa 3aboneBaHMa B 3aBUCUMOCTU OT JTOKasuU-
3auUMun NePBUYHOIO o4ara.

10. OnuwKTE 30HbI METACTAaTUYECKOrO PacnpoOCTpaHeHns Hb 1 ux KNMHMYeCKyo npe-
3eHTauMmio.

11. Ha3oBMTe OCHOBHble 0bLMe Hecneundmnyeckne cuMnTomsl npu Hb.

12. Y70 Takoe napaHeonnacTUyeckme CUHOPOMbI? YKaXKnTe, Kakne 13 HMX xapaktepbl
ansa Hb.

13.  OnuwwuTe YactoTy BcTpedaeMocTn OMC npu HB, KNMHMYEeCKHe NPOSIBNEHNS U Xa-
PaKTEPUCTUKY OMYXOSIN Y NauMEeHTOB C faHHbIM CUHAPOMOM.

14. HasosuTte Buabl CL npn HB, 4acToOTy BCTpPeYaeMOCTH, XapaKTEPUCTUKY OMyXOsn
M NOAXofbl K Tepanuu.

15. OnuwmnTe OCHOBHbIE KIIMHUYECKME NPOSBNEHMS NPU pacnpocTpaHeHn HB B no-
3BOHOYHbIM KaHar.
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[MABA 2. AMATHOCTUKA

2.1 AHaMHes

Mpu cbope aHaMHe3a HeobxoaMMo 0bpPaTUTb BHMMaHME Ha CPOKM MOSBNEHUS KIUHU-
4eCKOM CUMNTOMATHKMU, XapPaKTEPUCTUKY NepBbiX CUMNTOMOB 3a601€BaHUsA U AUHAMMKY
MX pPa3BMTUA. Mpu CnyvyanHOM BbISIBIEHUM OMYXONM HEOBXOOMMO onmMcaTb AMarHOCTM-
4YeCKUM MeTop, BbiaBieHMa 0bpa3oBaHus 1 NPUYMHY, MO KOTOPOM OH NpoBoamnca. Ans
AeTel NepBblX MecaLeB >XM3HM HeOBXOOMMO YTOUYHMTb BbISBNANOCH M 0bpa3oBaHMe
BHYTPUYTPOBHO 1 Ha KakoM CpoKe BepeMeHHOCTU. KpoMe Toro, nokasaHo nposefeHme
TLWIATEeNbHOro cbopa CEMEeMHOro aHaMHesa AN MCKtoYeHUs ceMelHon dopMbl 3a60-
neBaHMs, a Tak>ke cbop MHPopMaLUM O CONYTCTBYHIOLLIMX COCTOAHUAX M 3aboneBaHmax.

2.2 ®dusukanbHoe obcneposaHue

Mpu ocMoTpe U obcnenoBaHmm nauneHTa HeobxoauMo obpallaTb BHUMaHUE Ha Hannuue
nuxopagku, 6oNeBoro CMHAPOMa M ero nokKanusaumio. Ba>kHbIM aBISeTCS TUWlaTebHbIMN
OCMOTP KOXXHbIX MOKPOBOB. MNPOBOAMUTCA OLEHKa Pa3MepoB NMMPaTUYECKMX Y3108, Npu
BbISIB/IEHWMM NaNbMMpyeMbiXx 06pa3oBaHMM, OMMCbIBAETCS MX IOKANIM3aLma U pa3mepsl. Mpu
NMOAO3PEHMM Ha NTOKANM3aLMIO OMYyXO/K B 3aDPIOLLIMHHOM NPOCTPaHCTBEe/renatoMeranmio
(ocobeHHO y oeTen NepBoro roaa >XmM3HM) HeoBXOOUMO M3MEPUTb OKPY>KHOCTb XKMBOTA
W pa3Mepbl NeYeHU 1 NPOJOMKMTL B AMHAMMKE 3TH M3MepeHus. [pu BbIIBNEHUU HEBPO-
NOrMYECKOM CUMMNTOMATUKM HEOBXOAMMO NoapPObHOE ONUCaHUE KIIMHUYECKOM KapTUHbI
W AMHAMUKKU ee pa3BMTUS. Tak XKe HeobxoaMMo 0bpPaTUTb BHMMAaHKME Ha MOPOKMU Pa3BUTUS
M aHOMaJIMU, KOTOPbIE MOTYT YKa3blBaTb Ha reHeTUYeCKMe CMHAPOMbI (HanpuMep, acuM-
MEeTPpUS KOHEYHOCTEM, NATHA «Kode C MONTOKOM», Hannvme HenpodUbpoM, aHOManum
ckenetamnT.g.).
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2.3 KoHcynbTauuu cneymanmcrToB

1. HeBponor (obs3aTenbHO Npu KNnMHUYeckon cumntomMatke OMC, napaseptebparnb-
HOM PaCMONIOXEHUU OMNYXONK U PaCNpPOCTPaHEHNM ee B MO3BOHOYHbIM KaHas, npu
NnoaoO3peHMU Ha MeTacTaTudeckoe nopakenHme LIHC);

2. OdpranbMonor (0653aTenbHO NPM HANUYUKU HEBPONOrMYECKOM CUMNTOMATUKM U Me-
pPUOPBUTANBHOM PACMONOXKEHUN METACTa30B C OLLEHKOW 3PEHUS);

3. MNepunaTtp-HeoHaTonor (o6s3aTeNnbHO y AeTel NepBbiX MecaLeB XXU3HK);

4. SHpokpuHonor (obssaTtenbHO nNpu 6onbluMX pa3Mepax obpasoBaHUM HagnoYeu-
HUKOB, BunaTepanbHOM MOPaXKeHMM HAAMNOYEYHMKOB, Y AEeTEN NEepPBbIX MecsLEeB
>KM3HM C HalIMYMEM XKUIHEYTPOXKaoLWMX CUMNTOMOB);

5. Bpay-reHeTuk (oba3aTtenbHO NP HaNUMYUKU NOPOKOB Pa3BUTUA, BunatepanbHbIX
OonyXxonsx, Noao3pPeHnn Ha ceMenHyto popMy 3aboneBaHuns);

6. OpTonen (o6a3aTenbHO NPU MaCCHMBHbIX KOCTHbIX MeTacTasax, Mpu NaToNorMyeckmnx
nepenomax).

2.4 OueHKa 3Ha4YeHMs1 OHKOMapKepoB
MW NepPBUYHOM BbISIBNIEHUN 0BPa3oBaHUSA M NPOBEOEHUN OMArHOCTUYECKOrO NOMUCKa
nokasaHa oLeHKa 3HaYeHUs cnedyoLmnx OHKOMapKepOoB: HEMPOH-cneundruyeckomn eHo-
nasbl (HCE), deppuTHHa 1 0BLLEero onyxoneBoro Mapkepa — nakrataernaporenass (J140).

HeupoH-cneumndmrueckas eHonasa npeacraBnseT Cobom KneToyHo-crneuudUIHbIN
n3odPpepPMEHT MUKONUTUYECKOrO bepMeHTa eHOoNasbl U ABNAETCA BbICOKOCNEUUPUYHBIM
MapKepoM [O/18 HEMPOHOB M NepudepmnYeckmnx HEMPOIHAOKPUHHbBIX KNeToK. HeMpoH-
cneuudmyeckas eHonasa ABNSETCS BaXKHbIM ONYXONeBbIM MapkepoM A/ AMarHOCTMKH,
OLLeHKM NPOrHo3a M HabnogeHua 3a nauneHTamn ¢ Hb. 3HayeHne HCE koppenupyet
C OnyxoneBoW Harpyskomn (obbeM NepBUYHOM OMYXONMU M MeTacTaTMYecKkue ovarmu),
a TaK>ke OTBETOM Ha Tepanuio [33].

3HayeHne PeppUTHHA 3aBUCAT OT BUONOTUKU OMNYXONK, PACNPOCTPAHEHHOCTH
OMyXONeBOoro nNpoLecca u KOPPENMPYIOT C NPOrHo30M 3abonesaHus [34]. KoppekTHas
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OoLEeHKa BO3MOYXXHa TONTbKO B MOMEHT NOCTAHOBKM AMarHo3a, Torga Tak Ha aTanax Tepanum
Ha 3HaYyeHWe beppmTMHA MOTYT OKa3biBaTb B/IMAHME YaCTble TPaHCHY3UM.

MeTabonuTbl kKaTexonaMMHOB MouMu (roMoBaHunuHoBas (FBK) M BaHMNUIMMUH-
panbHas (BMK) kucnota, podaMmH) oLEeHMBAIOTCA B Pa30OBOMU MM CYTOYHOM MOPLUK
MOYM B 3aBMCMMOCTU OT MeTOOMKM onpepenenms. CTaHgapTHbIM METOO0M OnpeaeneHms
ABNAETCHA BbICOKOTOYHAA XXMOKOCTHasa xpoMaTorpadus. MNpu Hb oTMeyaeTcs noBbileHWe
MBK 1 BMK B 90 % cny4yaeB. Bbicokoe 3HauyeHue cooTHollenuns MBK/BMK koppenmpy-
€T C MNIOXMM MPOrHo3oM 3abonesaHus [35]. OTHOCUTENbHbIE 3HaYEeHMA MeTaboNnTOB
KaTexoaMMHOB MOYM TaK XK€ HanpaMyo CBA3aHbl CO CTeneHbio AnddepeHLUPOBKM
onyxonesbix knetok npu HB [35].

2.5 OueHkKa nopa)XeHusi KOCTHOIro Mo3ra

NccnepoBaHue ctaTyca KM aBnaeTtcs oba3aTenbHbiM A/19 Bcex 60nbHbIX ¢ HB gns oueHku
pPacnpOCTPaAHEHHOCTU ONYXONEBOro NPoLecca U KOPPEKTHOrro CcTagupoBaHusa. OueHka
nopakeHus KM Bk/toYaeT npoBefeHne LIMTONOrMY4ecKoro u/mnm rucTonormyeckoro uc-
cnepoBaHusa. 3abop MaTepuana OCyLEeCcTBNAeTCsa U3 4 Todek nyTeM nyHkumm KM (gns
neten 0o 12 Mec.) unm nyHKuun KM 13 2 Touek 1 TpenaHobmroncumn noas3aoLLHbIX KOCTeM
13 2 Touek (ons geten ctaplue 12 Mec.). 3ab6op KM 13 MeHbLIero YmMcna To4Yek He »ena-
TeneH, NocKosbky nopaxkeHune KM npu HB HOCKUT oyaroBbin xapaktep. M3 KaXkaom TouKu
pekoMeHayeTcs noarotosuTb 10 cTekon. [Ana geten nepsbix 12 Mec. XXM3HM 0693aTe/bHbIM
ABNAETCH OUEeHKa NPOUEHTHOro nopakeHmsa KM no oTHOWEHUIO K sapocopep kalimm
knetkaM (ona nposeaeHusa andbdepeHUmanbHOro aMarHosa Mexkay 4 v 4S ctagusamu).
MMCTONOrMYyeckoe UccrneaoBaHue TpenaHobMonTaToB XenatenbHo AOMONHUTL NpoBe-
AEeHUEM UMMYHOIMCTOXMMUYECKOrO UCCNENOBaHUSA C OLLEHKOM BbiCOKOCNEUUPUYHbIX
ana Hb aHTMreHoB, TakMx Kak CMHaANTO(PU3MH M XPOMOTpaHMH A. Hanuune aTMnmnYHbIX
onyxonesblx kneTtok B KM npn HB npeactaBneHo Ha puc. S.
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PucyHok 5.
Onyxonessle KAemku
Hb 8 KM. Okpacka
no POMOQHOBCKOMY-
fumse.

YeenuyeHue 100 {q, 6).
YeenuyveHue 20 (8).

-

¥
o
ﬂ 3

2.6 MeToabl aHATOMUUYECKOM BU3yanu3aLnu

MepBbIM BM3yanu3aLMOHHbIM METOOOM OLeHKM Npu HE senseTca Y3U 3a cueT BbICOKOM
AOCTYMHOCTWU 3TOrO MeTofAa, OTHOCUMTENIbHOW MPOCTOThbI BbINOIHEHUSA U OTCYTCTBUS
NoTPeBbHOCTU B MPOBEAEHNN aHECTE3UONOrMYEeCKoro Nocobus. YnbTpasBykoBOe MC-
cnepoBaHue NO3BOSAET ONpeaenuTb oKanm3aumo NepPBUYHOM ONYXONU, ee CTPYKTYPY,
HanM4ue KanbLMHATOB B TKaHM OMYXOJM, B3aMMOCBS3b C COCYAaMu, a Tak)ke onpenenmTb
XapaKTep MeTacTaTM4eCcKoro pacnpocTpaHeHus. Hanbonee 4acTo MOXKHO BbiIBUTb Me-
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PucyHok 6. Y31 duazHocmuka npu HB. Obpa3osaHue npaso20 HadnoyeyHuka (A)
U oyazossle usMeHeHus 8 neyeHu (b)

TacTaTMYeCKMe oYaru B NeYeHu, yBenmyeHHble numdaTmyeckue y3nbl, natonormyeckue
0bpa3oBaHMUa B MATKMX TKaHAX. BbinonHeHme Y3W nokasaHo BCeM nauueHTam ¢ HB kak
Ha 3Tane AMarHoCTUKM (pUc. 6), Tak 1 Ha 3Tanax NpoBeaeHnsa cneumdmnyeckor Tepanmu
[159 OLEHKM OTBETa Ha NeYeHune 1, B AaNbHeNleM, AN AMHAMUYEeCKOro HabogeHus.

PeHTreHorpadu1sa opraHoB rpyaHOM KNeTKM PeOKo UCNonb3yeTcs Ana OMarHoCTUKK
HB, Tak Kak obpa3oBaHMe 3a4HEero CPeaoCTEHMSA MOXET CKPbIBAaTbCS 32 TEHbIO cepaua
MPU BbINMOMHEHUU MCCNENOBaHUS TOMbKO B MPSIMOW MPOEKLUU, BbIIBIEHUE MeTacTaTu-
YeCKMX OYaroB B IErKMX MOXKET ObiTb 3aTPYAHUTENbHO MPU UX HEBOMbLLMX pa3Mepax
n TpebyeT anddepeHumManbHON AMAarHOCTUKKU C APYTMMU COCTOSIHMAMM (Hanpumep,
BOCMaNMUTENbHBbIMU U3MEHEHUSAMM).

KoMnbloTepHas ToMorpadms, Kak caMbii BbICTPbIN U Boriee NPOCTON MeTof, CKaHu-
POBaHMUA NO3BONSET OBHAPY>XKUTb MEPBUYHbBIN OMYXONEBbIX OYar, OLLEHUTb B3aMMOCBSA3b
€ro C cocyfaMu, Hanmume USMeHEeHUM, CBA3aHHbIX C KOMMPECCUEN BO3AYXOHOCHbIX MyTew,
NPOBECTU NEPBUYHYIO OLLEHKY PAaCMPOCTPAHEHHOCTHU OMYXONU B NMPOCBET NO3BOHOYHOMO
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KaHana, No3BoNgeT NoATBEPAUTb HaNnvmMe NaToNnorMieckm M3MeHeHHbIX NTMMdaTUYecKmx
Yy3/10B, O4aru B napeHxmMMe nerknmx 1 KOCTHO-0ECTPYKTMBHbIE U3MEHEHMS. [TOMUMO 3TOrO,
c noMoulbto KT npoBogMTCS OLEHKA NAaPEHXMMATO3HbIX OPraHOB AN BbISIB/IEHUS OT-
OANeHHbIX MeTacTa3oB, HanpuMMep, B NevYeHn. BceM nauneHTam ¢ nogospeHmeM Ha Hb
NoKa3aHo BbinonHeHme KT opraHoB rpyaHoOM KneTku n bproHon nonoctm ¢ KY.

Ona KT HeobxoauMMo npoBefeHne UCCnegoBaHUa C MakKCUManbHO BO3MOXHbIM
MUHUMAasbHbIM LLIAroM CKaHUPOBaHUS, CpeaHen CKOPOCTbIO ABMXKEHMSA CTOMa, 3aAem-
CTBOBaTb MakCMMaibHO BO3MOXHOE KONMMYECTBO AEeTEKTOPOB U cobntoaeHma GpasHOCTH
nccneposBaHus. NepBoHavYanbHO NOKa3aHO NPOBEAEHNE HATUBHOIO CKAHMPOBaHUS, fAanee
ncnonb3osaHue KY u3 pacuyéra 1,5-2 mn/kr. MNocne 6010CHOro ycuneHms Heobxoammo
nonyvyeHue aprepuanbHon (B MOMEHT BBeAEeHMA KOHTPACTHOro npenapara), BEHO3HOMU
(4epes 45-65 cekyHA, B 3aBUCMMOCTHM OT BO3PaCTa M AJIMHbI NaLMEHTA), NaPEHXMMATO3HOM
(140-160 cekyHaa OT Hayana BBeAEeHWS KOHTPACTHOro npenapaT) U Npu HeobXoaMMOCTH
OTCPOYEHHOM (6—7 MUHYT) da3 KOHTPACTUPOBAHUS.

MarHMTHO-pe3oHaHCHas ToMorpadmsa — TexHUYeCcku bonee CNoXXHbIM MeTofq,
CKaHMPOBaHUS, KOTOPbIN TpebyeT Bonbluero BpeMeHu uccnegoBaHma u bonee onu-
TeNbHOro aHEeCTEe3UONOrMYEeCKOro Nocobus, a Takxke 3aBMCUM OT 30Hbl CKaHUPOBaHMS
BBMAY OCOBEHHOCTEMN M ANMHblI BOCNPMHMMaoLWen KaTywku. C noMoulbio MPT nerko
NPOU3BECTU OLLEHKY PaCNpPOCTPaHEHHOCTM 06pa3oBaHUsA B MO3BOHOYHbIN KaHan 1 oLie-
HUTb CTENeHb KOMMPECCUU CMMHHOINO MO3ra, YTOUYHMUTb CTPYKTYPY NapEeHXMMATO3HbIX
OpraHoOB, OLLEHWTb OpraHbl Mafioro Ta3a M UX BOBMIEYEHME B NaTONOrMYeCKMi NpoLecc,
onddepeHuUnpoBaTb KUCTO3Hble GOPMbl 3a60NeBaHNs OT reMaToM, a TakXKe OT/INYMTb
BOB/IeYEeHMe B NaTONOrnM4yeckmn npouecc amadparmoel M KM. BoinonHenme MPT ¢ KY
NoKas3aHO MNpwW napaBepTebpanbHOM PACMONOXKEHUM OMYXONU, NPU NoKanmMsaumm ob-
pa3oBaHMa B 06N1acTH LeU M Manoro Tasa, MeTacTaTMYeCKMX 04aroB B MeYeHn U page
OPYIUX KNUHUYECKMX CUTYaLUNX.

Ona MPT HeobxoaMMO NpoBeAeHne CKaHMPOBaAHMM C NonydeHneM T1, T2 uT 2
B3BeLLEHHbIX n306parkeHnn (BM) ¢ nporpaMMom NoaaBneHMs CUrHana ot >XMPOBOM TKaHM,
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nmddy3mMoHHO-B3BELLEHHbIX M306paxkeHuit (DWI) ¢ noctpoeHneM ADC KapT, C MCMOSMb30-
BaHMEM napaMarHeTuka B akCHanbHOM, KOPOHAaNbHOM U CarMTTanbHOM Npoekumsax. B mc-
KNIOYMTENbHbIX CyYasax o9 TOYHOM OMArHOCTMKM M OLLEHKU OBpa3oBaHMM NapeHXUMbI
neyeHn HeobxoaMMO UCMOMb30BaTb renatocneumMPpUIecknin KOHTPACTHbIX Npenapar.

Onyxonb npu HB Yalle Bcero runogeHcMBHa Npu HATUBHOM CKaHUMPOBaHMU, UMeeT
OOCTAaTOYHO YeTKME N HEPOBHbIE KOHTYPbl, HEOAHOPOAHYIO CTPYKTYPY 3a CYET Hann4ms
KanbLMHATOB M Yy4aCTKOB pacnafa, akTUBHO U reTePOreHHO HakamninBaeT KOHTPACTHbIM
npenapar, MMeeT MMNOMHTEHCMBHbIX curHan Ha T 1 BU, BbiIcOKUMU curHan Ha T 2, orpaHu-
ymnsaetT anuddy3nio U HEOOHOPOAHO HaKanIMBaeT napaMarHetTuk. Yacto obpasosaHme
NnpencTaBneHO eaMHbIM KOHITTOMEPaTOM OMNyXO/IeBOM TKaHU M NaTONOrMYeCkn U3MEHEH-
HbIMW NTMMbaTUYECKMMU Y3aMK, KOTOPbIE MOTYT BbiTh KanbLMHUPOBAHbI.

[lna oueHKM NepBMYHOMN OMYXONU NPOU3BOAMTCA M3MepPeHUe 0Bpa3oBaHUe B TpeX
NNOCKOCTAX, C NocnenyolmM onpeneneHmeM pacyeTHoro obbemMa obpasoBaHus.
Ha akcuanbHOM NpoeKLmMM HaxoaaTcs 2 MakCUMMarbHbIX B3aMMHOMepeneHanKynapHbIX
oTpes3Ka, K HMM 106aBNaeTCs BePTMKalbHbIM OTPE30K — MaKCMMasibHaa NPOTAXEHHOCTb,
BbIIBIEHHAA Ha KOPOHaNbHOWM MK CaruTTalbHOM PEKOHCTPYKLUMK. PasMepbl B CaHTMMETpax
nepeMHOXKalTCa Mexkay COBOM M B KOHLE YMHOYKAIOTCH Ha KOIGPUUMEHT ONa MATKMX
TKaHeM opraHunaMa — 0,52, M Nony4deHHbIM pPe3ynbTaT ABIAeTCa NPUMEPHbIM PaCcYETHbIM
obbeMoM naTonormyeckoro obpasosaHusa (puc. 7).

PucyHok 7. OnpedeneHue pa3mMepos
namosio2uyecko2o ob6pa3o08aHuUS.

KT opaaHos 2pyoHol u 6prowHoU
nonocmu ¢ KY, akcuansHas

U caeummasabHAs NPoeKyuU,
8eHO3HAA ¢pa3a KOHMPACMUPOBAHUS.
MsakomkaHHoe obpaszosaHue
npaeso2o 2eMUuMopAKca

C NPU3HAKAMU MUHUMAbHOU UHBA3UU
8 NO38OHOYHbIU KQHAI.
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PucyHok 8. KoMnsiomepHas momozpagus
opaaHoe bprowHoOU nosocmu. Mpu3Haku
pPACNPOCMPAHEHUS NAMOI02UYECKO20
06pa308QHUSA 30 CPEOHIO AUHUK

[na onpepeneHns obbeMa XMpypruyeckoro nevyeHms 1 nNnaHMpoBaHmMa onTMMarnb-
HOro BpeMeHU ee NpoBefeHUs MHOMBUAYANbHO, N8 KaXAOoro nauneHTa, nossuiach
HEeOBXOAMMOCTb Pa3paboTkM CUCTEMbI NPeonepPaLMoHHOro CTagMpPoOBaHmMa BObHbIX
¢ HB. Takoi cucteMa cTana oueHka ¢akTopoB pmcka no Bmayanusaunu (image-defined
risk factor — IDRF), npu 3ToM Hanu4uue IDRF He aBnseTca NnpoTUBOMNOKa3aHWeEM a/ig MNpo-
BEOEHMS XMPYPrnuieckoro BMeLLaTeNbCTBa, HO YKa3blBaeT Ha BOMbLLYIO €ro CNOXHOCTb
Ana xupyprudeckomn 6puragpl [36]. MokasaHo, 4yTo Hanuume IDRF KoppenupyeT C MeHb-
LIeW YaCcTOTOM paaMKanbHbIX onepaunn u ¢ bonbluer 4acToTOM MHTPaonepPaLUOHHbIX
ocnoxxHeHmn [37]. B HacTosee BpeMs onmcanme IDRF npu BbinonHeHnn KT/MPT npwu
HB aBnaeTcsa obsa3aTenbHbIM 19 Bpava-pPeHTreHonora.

Mpu onpeaeneHnn ctaanm 3abonesaHna OLLEeHMBAETCS PacNpPOCTPaHeHMe NepBmY-
HOM OMNYyXONM Ha NPOTUBOMONOXHYIO CTOPOHbI MO OTHOLUEHUIO K CPEdHEN NTUHUU, NPU
3TOM B [JaHHOM C/lyYae nof cpeaHen NMMHUEN NMOHMMAIOT MPOTUBOMONOXKHBIN K ONYXONn
Kpan No3BOHOYHOro ctonba (puc. 8).

Hanbonee yacTou nokanusauunen otaaneHHbIx MeTacTasos npu HB y aeTei nepso-
ro roga >XWM3Hu asnaetca neveHb. CaMbit MHPOPMATUBHBIM METO, BM3yanu3auuu Ons
OMArHOCTMKM OaHHOro NaTONOrM4YeCckoro coctosHusa — MPT, no gaHHbIM KOTOPOIro Bbl-
ABNAOTCA Y4aCTKM M3MEeHEHHOro MP curHana (NoBbIlWEHHbIM curHan Ha T 2 BU, runo-
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Tabnuua 3. akTopbl pMCKa NO JaHHbIM BU3yanm3auuu npu HB [36]

PacnpocTpaHeHHOCTb NepBUYHOM ONYXONH

A UncunaTtepanbHoe pacnpocTpaHeHUe onyxonu F. 1 UHPUNbTpaLmMsa BOPOT nedeHn u/mnm
B Npepenax AByx aHaTOMMYECKMX obnacrei renaToayoneHanbHOM CBSA3KM

F. 2 BoBneuyeHue BeTBel BepxHel bpbiXkeeuHoM
apTepuu Ha YPOBHE KOPHS BpbIXKenKH

A. 1 06nacTb WeKn - rpyaHas knetka

A. 2 TpynHas KneTka — BptoLHas NonocTb

F. 3 BoBne4yeHue YpeBHOro cTBONa U/UN1 BepxHen

A. 3 BploLlHaa NonocTb — Masnbli Ta3 BpbkeeyHon apTepmuu
B O6nacTb weu F. 4 MHBa3ua B oaHy/o6e noyeyHble HOXKM
B. 1 Onyxonb oxBaTbiBaeT KapOTUAHYIO U/ MNK F. 5 BoBneuyeHue aopTbl M/UNu NONOM BEHBI

NO3BOHOYHYIO apTepumn M/VIJ’IM BHYTPEHHIOIO

SPEMHYIO BEHY F. 6 BoBneyeHne nogB3foLIHbIX COCYLOB

F.7 OI'IyXOI'Ib Manoro Tasa nepecekaer

B. 2 PacnpocTpaHeHWe onyxonuM Ha OCHOBaHUe
cepanuLLHyto BblpesKy

Yyepena

G UHTpaBepTebpanbHbii POCT OMYXONH

B. 3 CoaBneHune onyxonbio Tpaxeu
HEe3aBMCUMO OT JIOKaNM3aL MM NpMu yCnoBumn

C WenHo-rpyaHon otaen G. 1 nopaxkeHue bonee ogHOMU TpeTH

CMMHHOMO3IroBOro KaHana Ha akCMalbHbIX Cpe3aXx
M/MJ’IM nepuMenynndapHble nenToMeHnHreanbHble

C. 1 BoBneyeHne nneyeBoro CrnjieTeHus

C. 2 BoBneyeHune NoaKIoUYMYHbIX COCYA0B U/MNn NPOCTPaHCTBa He BM3yanusnpyoTcs u/mnm

NMO3BOHOYHOM U/UNK KapOTUAHOMN apTepuit HapyLUeHWe CUrHana co CNMHHOIro Mo3ra

C. 3 CpaBrieHune Tpaxeu H UHunbTpaums npuneXkawmx opraHos
U CTPYKTYP

D NpyaHas kneTka

H. 1 Nepwukapn, ouadparma, NoYku, nedeHsb,
D. 1 BoBrneyeHue aopTbl U/MNK KPYMHbIX BETBEN obnacTb ABEHAALATUNEPCTHOM KULLIKM
U noaykenyno4vHoM >kenesbl, bpbixkeika

D. 2 CoaeneHue Tpaxeu u/Unm rnaBHbiXx 6POHXOB

H. 2 Onadparma
D. 3 Onyxofb HUXXHWX OTAENOB CPefoCTeHUS,

UHOUNBTPMPYIOLLAsa pebepHO-NMO3BOHOYHbIN Yron H. 3 Moyku
Ha ypoBHe Th9-Th12

H. 4 MNeyeHb

E Topako-abpaoMuHanbHas noKanuMsaumus o
P H. 5 O6nacTb ABeHaALaTUNEPCTHON KMULLKM

E. 1 BoBneyeHue aopTbl U/ UNn NOMON BEHBI M noa>kenyno4YHoOMU >kenesbl

F BplowHas nonoctb/o6nacTb Tasa H. 6 Bpbhrenka
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PucyHoOK 9. Maz2HUMHO-pe30oHaHCHAs momozpadgus, T 2 BU. B napeHxume nevyeHu
onpeoengiomcs MHO20YUC/IEHHbIE NOMOI02UYEeCKUe 0BPA308aHUS — MEMACMAMuYeckue
oyqgau

MHTEecuBHbIM Ha T 1) (puc. 9). Mcnonb3oBaHMe renatocneundmuyeckoro KOHTPaCcTHOro
npenaparta No3eongeT NpoBoanTb AuddepeHUManbHyO AMarHOCTUKY C BO3MOYXKHbIMMU
nobpokayecTBeHHbIMM 0BpPa30BaHUAMU NeYeHU, TaknuM Kak dokanbHas HooynapHas
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PucyHok 10. KoMnetomepHas momMozpagus, KOPOHAAbHAS U QKCUQ/IbHAS NPOeKyuU,
8EHO3HAS pA3a CKAHUPOBAHUS. B napeHxuMe nedyeHu onpedesisomcs MHO204UC/IEHHbIE
namoJsioeudeckue obpa308aHUS — MEMACMAMuUYeckue o4yaau.

runepnnasma (PHIM) 1 remanrnoma. Mo gaHHbIM KT MeTacTasbl B Me4YeHM Nopom He-
cneumdmyHbl, YacTO FMNOAEHCUBHbBI C NPU3HAKAMM YMEPEHHOIO, NOPOM CHMUXKEHHOIO
HaKoMneHMa KOHTpacTHoro npenapata (puc. 10). JobpokavyecTBeHHble 06pa3oBaHUs
NneyeHu, HanpoTMB, B BOMbLUMHCTBE CBOEM MMEIOT YETKUE M POBHbIE KOHTYPbI, XapakK-
TepPHble NPU3HAKM KOHTPACTUMPOBaHMA.

Hanbonee yacTbiMM 30HaMKU MeTacTasnpoBaHua npu HBE y neten 6onee crtap-
wero Bo3pacTa aensaTtca KM 1 koctn ckeneta. lNpu BU3yanusayumm y naymeHToB
c KM onpepensgeTcs HapylUueHMe KOPTUKaNbHOro criosd, OPMUPOBAHUE UTrONbYaTOro
nepuocTMTa, MHOrAa C HaIMYMEM MAaCCMBHOIO MAFKOTKAHOTrO KOMMNoHeHTa (puc. 11).
Mo gaHHbIM MPT uccnepoBaHus natonornyeckoe obpasoBaHne MMEET HU3KMIM CUTHaN
Ha T1BW, Bbicokmi Ha T 2 BM, ¢ npu3HakaMm orpaHudenma anddysmm n HakonneHmns
napaMarHeTmka.
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PucyHok 11. Memacma3s Hb 8 npasyro ckysaosyro PucyHok 12. Memacmasel 8 1e2Kue npu

kocmb. KT uccnedosaHue, akcuaabHas HB. KT uccnedosaHue, akcuaabHas
npoekyus, HamusHas ¢aza. Ommedyaemcs npoekyus, apmepuansbHas ¢asa
HapyweHue cmpykmypsl npasol ckysoeol CKQHUPOBAHUS, /1€204YHOE OKHO.
kocmu ¢ nepecmpolkol HaAOKOCMHUUbI MsakomkaHHbIl cybniespanbHbil

Nno Muny «U20/164aMo2o NepPUOCMUMA» ¢okyc ynnomHeHus ne2o4yHol mKaHU
C HA/UYUEM MSA2KOMKQHO20 KOMNOHEHMA. cpedHel 30/1U NPABO20 /1€2K020.

KpanHe pegkol aHaTOMMYeCKOM 30HOM MeTacTasmMpoBaHua npu HB aenaeTca na-
peHxnMa nerkumx. lNo gaHHbiM KT MeTacTasbl Hb onpegensioTcs nperuMyLLLecTBeHHO, Kak
eOuHUYHble conupaHble cybnneBpanbHble oYarn U GoKyChl C NPU3HakaMM YMepeHHOro
YCUNEHUS Nocne NpoBeaeHnsa KOHTpacTMpoBaHusa. OcHoBHasa auddepeHumanbHas aua-
FHOCTMKA NPOBOAMTCA C BOCMNANUTENbHOMN MHPUNbTPALMEN, NPU KOTOPOM KOHTYPbI O4a-
rOB He TakMe YeTKMe, UX pa3Mepbl MeHblle U B BONbLUMHCTBE CrlyvyaeB 6e3 HaKonneHus
KOHTpacTHOro npenapara (puc. 12).

MNMopaxkeHue BellecTBa roloBHOro Mo3sra npu Hb penko BbisenseTcs B gebtoTe
3aboneBaHua, Yalle Npu pasBuMTUM peumansa/Nporpeccun y naumeHToB rpynnbl Bbi-
cokoro pucka (puc. 13). MokasaHo BbinonHeHne KT/MPT ronosHoro Mosra ¢ KY npu
NOCTAaHOBKE AMarHO3a BCEM MauMeHTaM rpynnbl BbICOKOrO pUCKa, B TaKXKe Ha dTanax
Tepanuu U KaTaMHeCTUYeCKoro HabnogeHus.
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PucyHok 13. Memacmamu4yeckoe pacnpoCcmpaHeHuUe
HB, MPT uccnedosaHue, T 2 BM. BepxHss cmpenka —
yyacmok Namosa02U4eCcko20 HU3KO20 CU2HaIda
ymosuweHus npasol ckys08oU KOCMU C HAAUYUEM
MSI2KOMKQHHO20 KOMNOHEHMA. HUXXHSS cmpenka -
Memacma3s no 060104ke 20/108HO20 MO32Q.

2.7 MeTopbl saepHOM MeaULMHbI Y AeTeMu ¢ HeMpobnacToMoM

MeTonbl SAePHOM MEAULMHBI, BKITIOYAIOLLME CLUHTUIPaduio ¢ '251-MMBT, cuuHTMrpaduio
KOCTEeM ckeneTta v MO3UTPOHHO-IMUCCUOHHYIO ToMorpaduio (M3T) ¢ ®F-OAr (bTop-
[.€30KCU-TNTIOKO30M), LLMPOKO MCMOMb3YOTCA NpuM BeaeHUn naumeHTos ¢ Hb.

CumHTHrpadus c 3I-MUBT

BonbLWKWHCTBO KNeTok Hb akcnpeccupytoT nepeHocUYnK HopanuHedpmHa/HopagpeHa-
nuHa (norepinephrine transporter - NET). 9dBnagcb aHanoroM HopagpeHanuHa, MMBI
CNY>XUT cybCTpaTOM ANd MeMBPaHHbIX NepPeHOCUYMKOB HOpaapeHannHa U HakanIMBaeT-
CSl B UMTOMNNa3MaTMYECKMX Ny3blpbkax BHYTPU TEPMUHAbHbIX OTAENOB CUMMNATUYECKMX
raHrMEB U B OMYXONAX, PaCTYLUMX U3 KNETOK HEUPOreHHoM npupoabl [38, 39] MeTau-
oOoBeH3UNTyaHUOUH, MEYEeHHbIM PaguMoakTMBHbIM MOOQOM, BrepBble Bbll CUHTE3MPOBaH
B KOHLe 70-X I'T. NPOLUIOro Beka B MEAULMHCKOM LEeHTPe MUYUraHCKOro YHMBEPCUTETA
019 BU3yanun3aLmnm MO3roBoro BellecTBa Haano4Ye4YHnKoB M ero 3abonesanun [40]. Ong
KIMHUYECKOTO UCMONMb30BaHUs, B Ka4YeCTBe AMarHOCTMYeCKoro npenaparta, MMBI cBs-
3aHHbIM ¢ ' (B1-MWBI) 6bin 0406peH yNpaBneHUeM MO KOHTPOIIO Ka4ecTBa MULLEBBIX
NPonyKTOB 1 nekapcTBeHHbIx cpeacts CLUA (FDA) B 1994 . [41]. B Te4eHMe HEKOTOPOro
BpeMeHu 'I-MMBI 6bin OCHOBHbBIM MPENapaToM As BbIMOMHEHUS CLUHTUrPadUUECKUX
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nccnenosaHun y aeten ¢ Hb. OgHako, MCNonb3oBaHKWe 31-MWBl B JMNArHOCTUYECKMUX Lenax
He NOMYYUNIO LLUMPOKOrO PacnpOCTPaHEHMS M3-32 HANIMUYMUA ONPEAENEHHbBIX OrPaHUYEHNN.
OpOHUM U3 TaKMX OrPaHUYEHUMN ABNFAETCS BbiCOKas yvyeBas Harpy3ska oT MCMOJb30BaHUS
1] ang AMarHoCTUYECKUX UCCnefoBaHmii, OCOBEHHO B AeTCKOM nonynsaumu. 1o obycnos-
neHo GU3NYEeCKMMU U Oo3MMeTpUuYeckmMn ceoncTeamu Pll. Tak, nepuon nonypacnaga
¥ cocTaBnget 8,04 cyTok, npu 3ToM ¥l u3nyyaeT oCHOBHOM raMMa-pOTOH C aHepruen
364 k3B (81%), a Tak>Ke U3nyyaeT 6eTa-4acTULbl C MaKCMManbHOW U cpefHemn aHepruemn
0,61 1 0,192 M3B cooTBeTCTBEHHO. Hannuune 6eTta n3ny4eHus cnocobCcTByeT yBenmye-
HMIO [O30BOW Harpy3Kku, HO He MPUBOOMT K YNyULIEHMIO KayeCcTBa BU3yanm3sauuu. Mosxe
BbI0 NPEeaNoXKeHO UCMNOoNb3oBaTh '%| (raMMa-aMUTTEpP C 3Hepruen 159 k3B 1 nepmoaom
nonypacnaga 13 4acos), cBs3aHHbIM ¢ MUBI (B1-MMBI), KoTopbiit 6bin 0gobpeH FDA
B 2008 r. [41]. HopManbHOe pacnpenenexme 123 -MUBI npencTaBneHo Ha puc. 14.
CumHTUrpadus ¢ MMBT, MeueHHbIM 23| 1 1|, obnafaeT BbICOKOM YyBCTBUTENbHO-
CTblO U CNEeuMPUUYHOCTbIO, HO YUMTbIBASA Pa3Nnuma B GUMYECKMX U JO3UMETPUYECKNX
cBomcTBax "2l n ¥'l, B HacToAllee BpeMs nogasnsaiolee 6oblLMHCTBO AMAarHOCTUYECKUX

PucyHok 14. CyuHmu- :
epacus ¢ -MUBT, \iEd ‘
KOHMpPoAbHoe obce- g : :
dosaHue, y demel i e e %
Pa3HO20 803paACMaA i T
(a, 6): onpedensem- v e
cs ¢pusuonoauyeckoe
HakonneHue 3I-MUBI
8 C/IIOHHbIX XKese3ax,
causucmou obosioy-
Ke nosoCmu Hoca,
Muokapoe, nevyeHu,
KUWeYHUKe U MO4Yes8oM

nyssipe Brg, coepeam Bug cragm Beig crepegH Bug caagn
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MCCNEAOBaHMIA BLIMOMHSIOT C MPUMeHeHneM 21-MUBT, a ¥'I-MWBI MCnonb3ytoT npenmy-
LLLeCTBEHHO NpK Tepanuu [42].

Tak, MeHbLUasl nyyeBast Harpyaka, nony4YyaemMas nauMeHToM 3a MCCnefoBaHme Npu CLUMH-
TUrpadum ¢ ZI-MMBI no3sonseT BBOAMTb NpenapaT B 403aX AOCTaTOUHbIX 4715 BbINOMHEHMS
npoTokona oAHOPOTOHHOU SMUCCUOHHOU KOMMbIOTEPHOM TOMOrpadpun CoBMeELLEHHOM
C KOoMMbloTepHo ToMorpaduen (ODIKT/KT). MonyyaeMble M306paXkeHns C MOMOLLbIO
npotokona O®IKT/KT CyLLeCTBEHHO NOBbILLAIOT AMArHOCTUYECKYHO 3HaYMMOCTb UCCeO-
BaHUS, CHMXKaA KONTMYECTBO NNOXKHOMONOXKMUTENBbHBIX M NTIOXXHOOTPULATENbHbIX Cllydaes [43,
44]. BbicoKasi YyBCTBUTENbHOCTb M CNeUndUIHOCTb (88-93 % U 83-92 %, COOTBETCTBEHHO)
cuMHTMrpadum ¢ BI-MMBT y naumeHToB ¢ HB AenaeT 3To UCCNefoBaHMe «30M10TbIM CTaH-
JapTOM» KakK NpW MHMLMaNbHOM obcrieqoBaHMu (CTagupoBaHMmM), Tak U B OLEHKe OTBeTa
Ha NleyeHue, onpeneneHuns nokasaHui K Tepanuu I-MMBl, U oMarHocTvKe pPeLmanBOB
3abonesanua (puc. 15) [45, 46]. OcobeHHO cneayeT nogdYepPkHYTb NPEUMYLLECTBO CLMHTHU-
rpadmm c 123-MWBI B OLleHKE MeTacTaTUYeCKOro NopakeHmns KocTem 1 KOCTHOMO3roBOroO
nopaxkeHms y nauneHtos ¢ Hb Ha pasnuuHbIX 3Tanax nedyexHus (puc. 156).

PucyHok 15. O4yazau namoao2u4yecko20 Ha-

konneHus ZI-MMBI y demeli ¢ HB (uHUYU-
i ansHoe 06cnedosaHue): a Ha poHe Ppusuo-
/102U4eCK020 HaKON/eHUs onpedensemcs
NamMosI02u4eckoe HakoneHUe 8 NEPB8UYHOM
06pa3080QHUU 306POWUHHO20 NPOCMPAH-
cmea cnpaea U MHOXeCcmeeHHble Mema-
cmamuyeckue o4yaau 8 KOCMSX CKenema;
6) Ha ¢poHe Pu3UOA02UYECKO20 HAKONAEHUS
onpedesnisemcs o4a2 NAMOoso2u4eckoe
HakonsieHue 8 egol cmone (o4az Mema-
cmamuyecko2o nopaxkeHus). MepsuyHas
onyxosb Yy OaHHO20 hayueHma 6bi1a yoase-
Pp—— R ; HQ Xupypauvecku 0o uccnedosaHus
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a B crepe Bwa caase

PucyHok 16. CyuHmuepadus c 123-MUBI (UHUYUAnbHOE o6cedosaHue): a) NAQHApPHbIe
usobparkeHus, onpedessemcs o4az NAMOA02UYECKO20 HaKONIeHUs 8 06pa308aHUU
306pIWUHHO20 NPOCMPAHCMBA c1e8a (nepsuyHbIl 0Ya2) U oYa2u HaOKON/EHUS 8 NPOeKUyUU
6edep u 2oneHel, komopsle cnedyem ouppepeHyupPosamMs Mexxdy MeEMACMAamMu4YeckuM
nopaykeHueM Msi2kux mkaHel unu kocmed; 6-2) OOIKT/KT cosmeweHHble U30BpakeHuUs
HO2/190HO OeMOHCMPUPYOM, YMO 8bisI8AEHHbIE 042U HAKONAGHUS HA NAAHAPHbLIX
usobpakeHUsaX 8 npoekyuu bedep u 20s1eHel coomeemcmayom Memacmamu4yeckoMy
nopaykeHuto kocmel ckesema

CnepyeT OTMETHTb, YTO BbinosnHeHue npoTtokona ODIKT/KT, B gononHeHue K nna-
HapHbIM M300paXkeHMaM, no3eonsdeT anddepeHUnpPoBaTb OYarM HaKOMIEHUSA B KOCTAX
cKeneTa OT HaKoMneHUs B MArKMX TKaHax (puc. 16), a Tak)ke No3BOMAET NONYyYUTb AO-
NOMHUTENbHYIO OMAarHOCTUMYECKyo MHbopMaLmio B bonee YyeM 30 % cnydaes (puc. 17)
[43, 44, 47, 48].
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PucyHok 17. JloxxHoompuyamesbHsil pe3yssmam HQ NAAHAPHbLIX CUUHMU2PAMMAX

NO NPUYUHE HU3KO20 HaKonaeHus 2I-MUBI 8 onyxonu Masbix pasmepos: a, 6) NAaHApPHbIE
cUuHmMuepammel (8ud cnepedu u 8ud c3aduU, COOMBEMCMBEHHO): onpedengemcs
¢usuonoauyeckoe pacnpedeseHue 723I—MI/UIEI'; 8) Ha ODIKT/KT-coeMeweHHbIX
U306PAXKEHUSX OMYEMIUBO onpedensemcs namosioauyeckoe HakonaeHue |-MUMBT,
coomeemcmeayoujee HaKONIeHUIO 8 HOBOOHPA308QHUE 1€8020 HAONOYEYHUKQ HEBOMbUIUX
pasmepos no OaHHbIM KT ¢ KY (2) (ykazaHo cmpenkamu)

B nopaensioeM 60MbWMHCTBE CNyYaeB, Npu CUMHTUrpadun ¢ '251-MMBI, konu-
YyecTBeHHas oueHKa MHTEHCMBHOCTU HAKOM/IEHUS He BbINOSHAETCA MO TEXHUYECKMM
M MaTeMaTM4YecKkMM NpUYMHaM, Tak Kak HeobxogmMMa npenBapuTenbHag, cneumanbHas
KanubpoBKka annapaTa U COOTBETCTBYIOLLEE NporpaMMHoe obecnevyenune. OgHako,
B NpoLecce nevyeHuns Mbl HabnoaaeM UCHe3HOBEHUE NaTONOrMYEeCKMX O4aroB Hakone-
HUA (BCeX UNM OTAENbHbIX) Ha Pa3HbIX cpokax Tepanun (puc. 18), YTo oTparkaeT OTBET
OMyXOJSIM Ha NeYeHne N MOXET UMETb onpefeneHHoe NPOrHOCTUYECKOE 3HaYEeHMe.
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Bua cnepeam Bua caagu Bug cnepegM Bupa czagu Bug cnepeam Bupg czagu

PucyHok 18. M13mMeHeHus 8 Kosudecmee Namo/io2UuYeckux o4a208 (Memacmamu4yeckoao
NopaXkeHus) No pe3ysnemamy cyuHmuepaguu c ?3I-MUBI y pebeHka ¢ HE HQ pA3HbIX CPOKAX:
Q) uHUYUanbHoe obcnedosaHue; 6) nocse 4-x 6aokos MXT, 8) nocse 6-mu 6a0ko8 [NXT.

Mo3ToMy, A9 NaumeHToB C 4-M cTtagmen HB 6binu pa3paboTaHbl nonykonude-
CTBEHHble BanbHble CUCTEMbI OLIEHKM TepaneBTMYeCKoro oTeeTa. B HacTodllee BpeMs
LUMPOKO MCMNONb3YIOTCS ABE MNONYyKONMYECTBEHHbIE CUCTEMbI OLEHOK: 1) oueHka Curie
npepno>xeHHaa COG u oueHka SIOPEN (puc. 19) [49].

Mpwu oueHke no Curie (puc. 19a) ckeneT AennTcs Ha OeBATb CETMEHTOB, KOTOPbIe
MCNONb3YyOTCA ANA OLEeHKM KocTer M KM, a 10-1 cerMeHT ang y4yeTa BOBNEYEHHOCTH
MArkmMx TkaHeu. Mpu oueHke no SIOPEN (puc. 196) ckeneT genmrtcsa Ha 12 aHaTOMUYe-
CKMX cerMeHToB. CTeneHb 1 xapakTep HakonneHus BI-MUBI oLeHnBatOTCS ANs Kax-
ooM rpynnbl no wkane 0-6 6annos. CyMMapHbii 6ann npu Curie oueHke cocTaBnseT
MakcuMyM 30, a npu SIOPEN oLeHKe MakCUMYyM 72 1 3TO 6e3 yyeTa MArKUX TKaHeM
[50, 51]. Obe cucTeMbl OLEHKM BbINM BaNnMaMPOBaHbl Ha BOMNbLLIOM KOMMYECcTBE naLum-
€HTOB C HM3KOW BapuabenbHOCTbIO Mexay Mccnemosatenamu. bbino nokasaHo, 4To
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PucyHok 19. PucyHok 20. CyuHmuezpadgus c 123-MUBI ¢ oyeHkoU
lMonykonuyecmeeHHAs no Curie: a) nAaHapHbie U30bpa keHuUs ¢ ouyeHKoU
(6anbHas) oyeHKa npu no Curie = 2 6anna; 6) OOIKT/KT coemeuweHHble
cyuHmuepaguu ¢ 3-MUBT: a) uzobpaykeHus obsracmu masa ¢ oyeHkou no Curie =
oyeHka no Curie u 6) oueHka 3 6anna. Oyazosoe HakonseHue 8 kpecmue (kpacHas
no SIOPEN cmpenka) xopowo susyanusupyemcs Ha ODIKT/KT

cosMeuweHHbIX U30bpaxkeHusx, HO He Moxkem bbimb
onpeoeseHO HA NAAHAPHbLIX U30BPAXKEHUSX, MAK KAK
3KPAHUPOBAHO HOKON/EHUEM 8 MOYEBOM NY3bipe

nauuneHTbl ¢ oueHkoM no wkane SIOPEN MeHee Tpex 6annos, a no wkane Curie MeHee
ABYX 6annoB MMeNnu Ny4dllimin NPOrHo3, YeM NaumeHThl C oueHKkaMu Bonee Tpex u AByX
6annoe, COOTBETCTBEHHO. MNpepnno>keHHble 6annbHble CUCTEMbI OLEHKU MOTYT BbiTb
MCMNONb30BaHbl A9 MPOrHO3UPOBAHMS, BbiBNIAA NaLMEHTOB C NMOBbILEHHBIM PUCKOM
Pa3BUTMA HEBNAronPUATHBIX COBLITUM, A8 KOTOPbIX, BEPOATHO, MOTPEbYIOTCS anbTep-
HaTMBHble cxeMbl nedyeHns [51-53] stage 4 neuroblastoma enrolled on the Children's
Oncology Group (COG.
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K coykaneHuio, npeano)XeHHble CUMCTeMbl BasnpyloTCa Ha OLeHKe MNnaHapHbIX
n3oBpaxeHul cuMHTUrpadum ¢ 2I-MMEBI, 4To He BCcerma sBNseTCs TOYHbIM. Tak, 13-3a
BO3MOXXHOIO 9KPaHWPOBaHMA MeTacTaTMYeCKOro o4ara opraHoM ¢ Gpu3Monormyeckmm
HakonneHueM '2I-MWVBl, onpeaenuTb HanuumMe odara nMopPaXkeHWs Ha NNaHaPHbIX M30-
BparkeHmax npakTM4eckm HeBo3MoXKHO (puc. 20).

CumHTurpadua Kkocten ckenera ¢ pocdaTHbiMM KOMNNIEKCaMHU, MEYEHHbIMKU " Tc
CumHTHrpadumio Kocten ckeneta ¢ pochaTHbIMU KOMMIEKCAMM, MEYEHHbIMU PMTC,
[10 HEJAaBHErO BPEMEHMU, [OCTAaTOYHO LIMPOKO NPUMEHSNN Y aeTen ¢ Hb kak BMecTo, Tak
W B LOMOMHEHME K CUMHTUIPadum ¢ B|I-MMBT. LLnpokoe UCMonb3oBaHUe CUUMHTUrPadUu
KocTen ckeneta ¢ " Tc-dbocdaTHbIMU KOMMNIEKCaMM BbI10 NPOOUKTOBAHO Cleay oL MMM
NPUYMHAMM:

1) BLICOKOM 4YaCTOTOM MeTacTaTM4eCKoro NopakeHmns KOCTHOM TKaHW 1 KOCTHOMO3-
roBOro nopakeHue y nauneHtos ¢ Hb;

2) HanMuMeM naumeHToB ¢ HB, KNeTkn KOTOPOM He HaKamnIuBaloT MWMBl (= 10 %
nauueHToB);

3) pekoMeHpaumen npotokona NB-2004, cornacHo KOTopoMy ans aubdpepeHum-
anbHOM OMArHOCTUKM MeXKAY KOCTHbIM U KOCTHO-MO3rOBbIM NMopa)eHneM HeobxoanumMo
BbIMNONHATL CUMHTUTPAdUIO KOCTEN CKeneTa;

4) UICTOPUYECKMM acMNeKTOM, TaK nosny4vyaeMble pe3ynbTaThl CUUHTMIPAdUN KOCTEN
ckeneta ¢ “"Tc-dochaTHbIMU KOMMAEKCaAMU BbiNIM NPEBOCXOAHbBIMM MPU CPaBHEHUMU
C PEHTreHONOrM4eckKUMMmM MeTogaMu NccneaoBaHms B AMarHOCTMKE MeTacTaTU4eCKoro
nopaykeHus KOCTelM cKeneTa U HanuumeM nybnukauui, B KOTOPbIX aBTOPbI NMOKa3biBasM,
4TO CUMHTUrpadma KocTen ckeneta ¢ “"Tc-pocdaTHbIMM KOMMNEKCaMU He yCTynana
CuMHTMrpadmm c MI;IBI';

5) HU3KOM AOCTYMHOCTbIO CLUHTUIPaduu ¢ 21-MMBI B GONbLUMHCTBE PErMOHOB PD.

OpHako, Nony4YeHHble pe3ynbTaTbl CPaBHUTENbHbIX UCCNeoBaHWUA CUMHTUIPadMM
C "31-MMBI U cuMHTUMrpadun KOCTel cKeneTa HarnsgHO NPOLEMOHCTPUPOBANM, YTO
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PucyHok 21. [peumywecmeo cyuHmuzpaduu Z-MUBI neped cyuHmuzpagueli kocmed
ckesniema ¢ P"Tc-¢pocamHbiMU KOMNAEKCAMU 8 onpedeseHuU Memacmamuy4yeckux 04a208:
a) cyuHmuepadus ¢ -MUBI (nepedHsis u 3adHSS NPoekyus) — HakonaeHue 2|-MUBI

8 NnepesuYHOM 06PA308QHUU 3ABPIOWUHHO20 NPOCMPAHCMEBA C/1e8A U MHOXECMBEHHOE
Memacmamuyeckoe KOCMHOe U KOCMHO-M032080€ nopaxkeHue; 6) cyuuHimuezpagus kocmed
ckesnema c *"Tc-¢pocpamHbiMu KoMNnaekcamu (nepedHss U 3Q0HAS NPOeKyUs) — cmpeakamu
yka3aH o4ae eunepgukcayuu paduopapmMnpenapama 8 npoekyuu npasol memeHHoU
kocmu (Memacmamuyeckoe NopaxkeHue)

cuMHTUrpadma kocten ckenerta ¢ " Tc-pocdaTHbIMU KOMMIEKCAMU HE TONbKO HE MMena
KaKMX-TM60 NPEUMYLLLECTB, HO U 3HAYUTENBHO YCTynana CuMHTUrpadum ¢ 3I-MMBI Kak
B OMarHOCTMKE MeTacTaTUYeCKOro KOCTHO-MO3rOBOIrO NOPAaXKEHUSA Y OTAENbHO B3ATOrO
NnauMeHTa, Tak U B KONMYECTBE BU3YyaNM3UPYEMbIX O4aroB nopakenus (puc. 21) [54, 55].

Ha ocHOBaHWM NONy4YeHHbIX Pe3ynbTaToB Obl/iM onpeaeneHsb! creaytoLlme nokasaHms
ONa NpoBeaeHMa CUMHTUrpadum KocTen ckeneta ¢ "Tc-dpocdaTHbIMM KOMMIEeKCaMu
y neten c HE:
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1) NPy HEBO3MOXXHOCTM NPOBEAEHNSA CLUMHTUIPadUM C 123-MWBI u N3T/KT ¢ BE-Ar;
2) npu Bcex B|-MMBr-HeraTMBHbIX HB BHE 3aBUCMMOCTM OT CTaguu OJfis nomcka
KOCTHbIX METaCTa30B MPU OTCYTCTBMM BO3MOXXHOCTM BbinonHeHus MAT/KT ¢ "F-Or.

Mo3nTPpOHHO-3MUCCUOHHaA ToMorpadus ¢ 18-bTop-Ae30KCU-TNIOKO30MU

CornacHo pekoMeHgaumaM Eesponenckoro Obuiectea AaepHon MeguuuHbl (EANM)
oT 2018 r.: M3T/KT ¢ "®F-O[r, senascb MeHee cneundmyHbiM anis HB, MoXkeT paccMaTpu-
BaTbCH Kak MccrnegoBaHue BToporo paga [56]. OgHako, MAT/KT ¢ 8F-OOI MoxeT 6bITb
OYeHb NonesHbIM y nauueHTos ¢ MBI -HeratneHoM HE (puc. 22) [56, 571.

Wccnepgosarue NIT/KT ¢ BF-OA B OTAUYMM OT cUMHTUrpadum ¢ 31-MMBI He 06-
nagaet cneundmyHocTbio, Ho MAT/KT-u3obparkeHns xapakTepmsyroTcs PSaoM npe-
MUMYLLLECTB MO CPaBHEHMIO C U306Pa>KEHUAMMU, NONYYEHHbIMU Ha raMMa-KaMepe:

1) 6onee BbICOKOE MPOCTPAHCTBEHHOE pa3peLleHne U KOHTPACTHOCTb OMNyXOonu
MO OTHOLLEHMIO K GOHY, YTO MO3BOMAET Nyylle BbiABNSATb HEOObLLME O4arn NOPaXKEHUS;

2) BO3MOXHOCTb KO/IMYECTBEHHOMU OLEHKM MHTEHCMBHOCTM HaKOMNEeHMsa pagmo-
dapMaLeBTMYECKMU NeKapCTBEHHbIW npenapat (POJIMN);

3) nony4yaeMble 3D-uU3o0bparkeHUs B pexkmMMe BCe Teno;

4) 3HaYUTENbHO MEeHbLUEe NPOAONIKUTENbHOCTb UCCNEAOBaHUSA, YTO OCOBEHHO
BaXKHO 1719 AeTen, Tak Kak yMeHbLLIaeTCa BPeMs HapKo3a M KonM4ecTeo apTtedakTos
Ha OABUXKEHMUE;

5) 6onbumnHcTo POSIM gna N3T/KT BBOAATCA NaLMEHTY B AieHb UccnenoBaHms (B oT-
JIMYMM OT CLUMHTUrPadUK ¢ ZI-MUBT, Mpu KOTOPOM UCCNenoBaHUE BbINOMHSETCS B 4B8a AHS).

B HacTosduee BpeMs NIT/KT ¢ ®F-OOI B peXXnMe BCe Teno y NnaumMeHToB C rMcTo-
nornyecku sepmnduumpoBaHHoM HB BbINONHAIOT NO CNeayoumMM NoKasaHMaM:

1) NS OLLEHKM PacnPOCTPAHEHHOCTH NPOLLECCa Y NaLMUEHTOB C NepBMYHOM MBI -
HeraTMBHoOM HB;

2) Np” HaNM4YMU COMHUTENbHbIX/MPOTUBOPEUYMBLIX PE3YNbTaTOB CLUMHTUIrPadmm
¢ "B|-MWBI u pesynbtatos KT/MPT;

v

1 B

2. MHABT CymHTHrpadma KocTel cheneta Br-par

PucyHok 22. CyuHmuepagpuu 723I—MI/VIEI', cuuHmuzpagus kocmel ckenema u MN3T/

KT ¢ ®F-®Ar y peberka ¢ MUBM-HezamusHol HB: @, 6) n1QHApHbIE CUUHMU2PAMMSI

u ODIKT/KT cosMeweHHble U30bpaXkKeHus: Hem HaKoNIeHUs 123-MWBI e obpasosaHuUU
306pIWUHHO20 NPOCMPAHCMBA cNPAea (NepsuYHAs ONYXO/b) U Hem OQHHbLIX 3a HaAUYUe
Memacmamu4yecko20 NOPAXKEHUS; 8) cCUuHMuzpagus kocmel ckenema: pusuoso2uyeckoe
pacnpedenieHue paduopapmMayesmuyYeckozo 1eKapCcmeeHHo20 npenapama; 2, 0) MN3T/
KT ¢ ®F-®/I, npoekyusi MakcuMaabHoU UHMEHCUBHOCMU U COBMEWEHHbIEe U306paXKeHUSs:
2emepozeHHoe HakonsneHue *F-O/] 8 06pa3o8aHuU 3a6pWUHHO20 NPOCMPAHCMEA
chpasa (neps8uYHAs ONYXOs1b) U MHOXXECMBEHHOE MEMACMAMUYEeCKOe NOPAXKEHUE
(kpacHbie cmpesku)

3) NS OLLEHKM PaCNpOCTPAHEHHOCTH NpoLecca y 3I-MMBI HeraTUBHbIX NaLMeH-
TOB, MCCNENOBaHME KOTOPbIM BbIMOMHANOCH NOCc/e yaaneHua nepBnuYHoro obpasosaHms.

Benuka BepOoATHOCTb, YTO B BimKkanLleM ByayLieM byaeTt npeasioxXeHo BbiNoNHATh
N3T/KT ¢ POJIM, obnagatoLimmM BbICOKOM CneundpuIHoCTbio K knetkam Hb, 4To cTaHeT
NpeKpacHOM anbTePHaTUBOM CLUMHTUrPpaduu ¢ 23I-MMBI. OpgHako, TONbKO NpoBedeHue
OanbHeNLWUX UCCefoBaHUM NOMOXET OTBETUTb Ha BOMPOC — KOraa U ¢ KakmMm PO/
HeobxoamMo BbinonHATb MAT/KT nauneHtam c HB.
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2.8 Mopdonornueckas gMarHocTmka

OpnHOM M3 OTNMYUTENbHBIX YepT HB aBnsgetca ee Mopdonornyeckas reTeporeHHoCTb.
B 1984 r. Shimada H. u coaBT. pa3paboTanu nepByto rMCTONOrMYECKYo CUCTEMY Kac-
cudbmkaumm gna HempobnacTHbix onyxonen [58]. TakMe xapakTepPMUCTUKM KaK Hanuume
CTPOMbI, cTeneHb andpdepeHUnpPOBKU, MHOEKC MUTO3a-Kapuopekcmca (MKM), Hanuume
y3e/KOB HeMpobnacToB M BO3PacT, B NocnenyoLleM cTam MCNonb3oBaTbCs Ans onpe-
AeneHus rpynn ¢ 6naronpuaTHbIM MK HEBNaronpUATHbIM NPOrHO30M. 3aTeM B 1999 T.
Bbina pa3paboTaHa MeXayHapoaHas natonormdyeckas knaccudmkaumsa HB (International
Neuroblastoma Pathology Classification - INPC) [59], koTopas BkntovaeT B cebs ama-
FHOCTUYECKMe KaTeropmm (C y4eToM CTeneHn pa3BmMTUS LWBAHHOBCKOM CTPOMbI M CcTene-
HW1 guddepeHumnpoBku onyxonu), MK 1 Bo3pacT. B cBoto odepeab, AMarHocTmyeckme
KaTeropum Bkao4datoT NH, THBE 1 HB. BHYyTpM KakgoMn KaTeropmu BbiaeneHbl NOATUMbI,
4yTO obecneynBaeT Bosblliee noapasfeneHue, YeM nepBoHavanbHaa knaccudukaums
Shimada.

2.8.1 T'ucTonornyeckKkue T1nbl
CornacHo pekoMeHgaunaM INPC BbiaensioT 4 cneumduyHbie KaTeropmm B rpynne Heu-
POBNaCTHbIX ONyxXoneu:

» HeMpobnacTtoMa (begHas LWIBaAaHHOBCKOM CTPOMOM);

« MaHrMMoHenpobnacTtoMa, HogynapHasa (KoMnosmTHasa, boratas CTPOMOM, C Npeob-

nafjaHueM CTPOMbl M BefHas CTPOMOM);
 MaHrNMMOHenpobnacToMa, CMellaHHbIK TUN (Bboratas LWBaHHOBCKOM CTPOMOM):
« MaHrnMoHeBpoMa (c npeobnagaHneM LWBAHHOBCKOMW CTPOMbI)

HeupobnactoMa (6epgHas LUBAHHOBCKOM CTPOMOM)

HelpobnactoMa — rpynna HeMpobnacTHbIX, 6eaHbIX LIBAHHOBCKOM CTPOMOM ONyXonewn,
XOT$ LUBAHHOBCKME KNETKM (MM MX NPeLLIeCTBEHHUKM) B HEOO/bLLOM KONTMYECTBE MOTYT
BbITb OBHapPY>KEHbI B TOHKMX GpUOPOBACKYNAPHbIX NeperoponkKkax, pa3rpaHMYmMBaoLLmX
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Bbonee UnN1 MeHee YeTKO onpeneneHHble rpynnbl HeMpPoBnacTHbIX KneTok. CyLLecTBYOT
Tak)Ke OMyXxonu, AEMOHCTPUPYIOLLIME HEKOTOPYHO CTeMNeHb LBAHHOBCKOrO Pa3BMTHUS,
0COBEHHO NpwU 3HaUYUTENbHOW AnbPEepeHLNPOBKE HEMPOBNACTOB. DTU OMNYXO/NM AEMOH-
CTPUPYIOT nepexogHyto Mopdonorno Mexxay 6eaHon cTpoMon u 6oraTon CTPOMOM.
OpHako Mo onpeaeneHuto Aona onyxoneBoMn TKaHM C 6oraton CTPOMOU CTPYKTYPOM
CTPOEHUs He OoMKHa npesbiwaTh 50 %. B NpOTMBHOM Cly4yae onyxosb onpenensercs
Kak 6oraTas LWBaHHOBCKOM cTpoMou [60].

HelUpobaacmoma, HedudPpepeHyuposaHHbIl mun (puc. 23), npencrasnaer
cobol onyxonb, AN yCTaHOBMIEHMA AMarHo3a KOTOPOM 0Bbl4HO TpebytoTca A0NOo-
HUTENbHble MeToabl (MMMYHOTMCTOXMMUYECKUM, SNEKTPOHHO MUKPOCKONMUYECKUM
n/Mnu untoreHetnyeckmi). Onyxonesbie KNeTkM 3TOro noatuna He audpdepeHun-
pOBaHbl MU OBLIYHO MMEIOT pa3Mep OT Mafioro 4O CpefHero, C Hepas3NUYUMOMN UK
TOHKOM KaMMOW UMTONMa3Mbl M cnabo oYepUYeHHbIMU LMTOMNNa3MaTUYECKUMM rpa-
HULaMU. Aapa MOTyT BapbupoBaTbCs No GopMe OT OKPYroM A0 YANMHEHHOM, CO-
Aep>KaT XPOMaTKH MO TUMY «COJb C NMEepLEM», TakXKe MOryT cofep kaTb OTYETNInBbIE
anpbiwku. OnpenensaeMbit GOHOBbLIM HEMPONUAbL OTCYTCTBYeT. KoarynaumoHHbIM
Hekpo3, ¢PUBPMHOBbLIE MM KOMNAareHoBble BOMIOKHA MOryT BbiTb OWMBOYHO MpMU-
HATbI 32 HEMPOMNUIb, OCOBEHHO B Cpe3ax HM3KOro KkayecTea. AnddepeHumnanbHbim
AMarHo3 BKAlOYaeT NPUMUTUBHYIO pabaooMMocapkoMy, capkoMy HOuHra m rpynny
HeaudbepeHUMPOBaHHbIX KPYTMOKNETOYHbIX CapKOM, HedpobnacToMy MM OMyXOonu
reMonoaTMYeCcKOoro NnpomncxoxaeHuns. NaHenb MMMYHOTMCTOXMMUYECKMX MAapKepPOB,
4acTo UCNONb3yeMbix NabopaTopMAaAMMU NATONOTMKU OANA NOATBEPIXKAEHMA UMM UCKITIO-
YyeHuna gmarHosa HB, BkovaerT:

1) HeMpoOH-cneundpUIecKkyto 3HOMa3y, XPOMOrpaHuH A, CUHaNTOGM3UH, TUPO3MH-
rmaopokcunasy, 6enok 9.5, GD2 (amMcuanoraHrnmosma) u NB84, akcnpeccms KOTOpPbIX
OBbIYHO NONOXKMTENbHA;

2) aKTMH, 0ECMUH, HU3KOMOMNEKYNAPHbIM LMTOKEPATMH, OBLMIA NEeMKOLMTaPHbIM
aHTUIeH M BUMEHTUH, peaklmsa ¢ KOTOPbIMM OBbIYHO OTpULATENbHA.
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PucyHok 23. CosiudOHble NO/s OKPY2/1bIX KAEMOYHbLIX 3/1eMeHMOo8
cpedHe20 pasMepa C 8bICOKUM S0epHO-Y4UMONIA3Mamuyeckum
coomHoweHueM. [pyboducnepcHsil XPOMAMUH MUNQA «CO/b C NEPUEM».,
CkyoHas cmpoma, omcymcmeue Helponusas. OKpACKa 2eMAMOKCU/UH-
203UH. YsenuvyeHue T00N u 400N, coomeemcmeeHHO).

Helpobnacmoma, HuskodudpepeHyuposaHHbIlU mun (puc. 24), xapaKTepusyeTcs
NPUCYTCTBMEM B TKaHM Helponuna. Kak npaBmMno, OH XOPOLLIO 3aMeTeH Ha TEXHUYECKM
YOOBNETBOPUTENBHOM MUKPOCKOMMYECKOM cpe3e. KoNmM4ecTBo HEMPOMUIS MOXKET Bapby-
POBaTbCS OT OAHOrO MOSA 3PEHUSA K APYrOMY B OOHOM M TOM XKe OMyXOonu Un OT OfHOM
onyxonu K Apyroun. Ans TMNMpoBaHMs AOCTAaTOYHO HaNlM4YMe OrPaHMYEHHbIX, HO XOPOLLO
NOEHTUPULUMPYEMBIX O4ArOB HEMPONUNSA. BONbLUMHCTBO OMYXOMNEeBbIX KNETOK MMeKoT
Mopdonoruio HeanddepeHUMPOBaHHbIX; TONbKO 5% 1N MeHee NonynsaLumnmM Onyxonesblx
KNeToK comepxkaTt uMtoMopdonorudeckme npusHakm amddepeHUMpPOBKM B CTOPOHY
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PucyHoK 24. [JuckpemHO
PACNO/IOXKEHHbIE 8 NIOMHOM
Heldponune okpyanslie
KAeMKU cpedHez20 pa3Mepa
c popMuposaHuUeM
ncesdopozemok. Okpacka
2eMAMOKCU/TUH-303UH.
YeenuyeHue 200x.

FaHrNMO3HbIX KNeTok. MHorga onyxonu HegmuddepeHUMpoBaHHOIO U HM3KoamdpdepeH-
LMPOBAHHOrO TMMNOB ¢OoKanbHO MU AMdPPy3HO coCToaT U3 HegmpPpepeHUNPOBaHHbIX
KNETOK C «KPYMHbIMU», «BEPETEHO0bPa3HbIMU» UMK «NneoMopdHO-aHaNNacTUYEeCKm-
MW» npm3aHakaMu. Onyxosnesble KNeTku B page criyvyaes MoryT 6biTb nneoMopdHom u/
WU NPUYYOIMBOM GOPMbI, MOTYT MMETb BOsbLLIOE AP0 M OQHO/HECKONbKO 3aMeTHbIX
anpbiwek [60]. BoilweonucaHHble HeaubdpepeHUMPOBaHHbIE KNEeTKU MMEIOT CXOOCTBO
C CO3pPEBalOLWMUMM UK 3PENbIMU FaHTNIMO3HbIMUK KNTIETKaMK, a B HEKOTOPbIX Cly4Yaax
HaNoOMMHalOT aHanacTMYeCKU-gUCNNacTUYeckme raHrnmnosHble knetkm. O4eHb pepko
HeanddepeHUnpoBaHHbIe HEMPOBNacTbl MMEIOT PabaouaHyo MOPGdONOrmIO U SKCNpec-
CUPYIOT BUMEHTMH NPU UMMYHOTUCTOXMMUYECKOM UCCNIeQOBaHUM.

PaspeneHne HB Ha HeaudbepeHUMPOBaHHYIO U HU3KOoaMPPepeHUMPOBaHHYIO
MMeeT NpakTUYecKoe 3HaYeHne, NOCKOSbKY, Kak OTMe4Yanoch paHee, HeguddepeHumpo-
BaHHYyl0 HB cneayeT oTimMyaTth OT APYrUX MEeNKOKIETOYHbIX onyxonen aeten. Pasnmuune
TaK)kKe HOCAT BMONOrMYeckui, TepaneBTUYeCKU U NPOrHOCTUYECKUM XapaKTep, 4YTO
HarnagHO NoATBepPXKOaeTcs bonee arpeCcCcuMBHbIM KIIMHUYECKMM TevyeHneM Hegudbde-
peHUMpOoBaHHbIX HB [58].
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PucyHoK 25. [unoknemoyHas
onyxosb ¢ QUCKPEMHO
PACNOMAOKEHHBIMU
K/€MOYHbLIMU 3/1eMeHmamMu
cpedHe20 U KPpYnHo20
pasmepa 8 0bunbHOM
b6ecknemoyHoM
PubpuNIIPHOM MAMpPUKCE
(Helponune). Yacme
K1€mOK C KPpYnNHbIM SOpPOM
u obunbHoU yumonnaasmou

(QugppepeHyupyrowuecs
Helpobnacmel). Okpacka
2eMAMOKCU/IUH-303UH.
YeenuyeHue 100x u 400x,
coomeemcmeeHHo).

Helpo6nacmoma, duppepeHyupyrowutics mun (puc. 25) npeacrasnseT cobowm
HeWMpoBNacTHYIO ONyXxosb, KOTOpPas OBbIMHO MMeeT OBMbHbIM HEUPOMNWUIb, NPU STOM
5% unu 6onee onyxosieBbiX KNeTOK AeMOHCTPUPYIOT AndpdepeHUMPOBKY B CTOPOHY
raHrMO3HbIX KNeTok (anddepeHumnpyowmxca Hempobnactos). Knetka cumtaetcs and-
depeHuUMpYoLLMMCH HEMPOBNAaCTOM — NepexoaHas CTaAns FaHIMIMO3HOro CO3pPEeBaHMS —
B TOM C/lyyae, eCnm NpUCyTCTBYEeT CUHXPOHHaa auddepeHUmMpoBKa S4pa, yBennieHHoe
3KCLLEHTPMYHOE FPO0 C BE3UKY/SPHBIM XPOMAaTMHOM U, KaK MPaBuUIo, OOHUM 3aMETHbIM
A0PbILLKOM M 3aMETHOM 303MHOPUNbHOU UK aMPodUnbHOM LuTOonNasMon. OB6bIMHO
Bonblioe KONUYeCTBO Herponuns B anuddepeHumpyoweMcs noaTune He aBnaeTcs
OTNINYMTENbHbBIM MPU3HAKOM MeXay HU3koamdpdepeHUMPOoBaHHbIM 1 AndpdepeHLmnpyo-
wumcesa noatunaMmn. OCHOBHbBIM KpuUTepMeM aensaeTcs aonsa (He MeHee 5 %) CUMHXPOHHO
nanbdepeHUMPYIOLLMXCA OMYXONeBbIX KNETOK, KOTOPbIe YaCTO MOTyT HAaXOAMTbCS PSAOM
c 6onee 3pesnbiMM raHrMMonoaobHbIMK KneTkamu. LLIBaHHOBCKME KNETKM OBbIYHO NPUCYT-
CTBYIOT B $pUBPOBACKYNAPHOM CTPOME UK NeperopopKax Mexay CMeXXHbIMU 40bKaMm
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PucyHok 26. Cpedu
pacyukynsapHo
OpP2aHU308QHHbIX
gepemeHo8UOHbIX

KeMOoK WeaHHO8CKOU
CMPOMbI PACNOIQ2AOMCS
PA3/1UYHO20 PA3MepPa NoJs
Hu3koduppepeHyuposaHHOU
u duppepeHyupyrowelcs
Hb. Okpacka
2eMAMOKCU/IUH-303UH.
YeenuyeHue 100x u 400x,
coomeemcmeeHHO).

HeMpobnacToB. KpoMe TOro, B HEKOTOPbIX OMYXOJsSX MOXET HabMoaaThbCs CYLLLECTBEH-
Hoe GOPMUPOBaHME LLIBAHHOBCKOM CTPOMbI U ANGPEPEHLUPOBKA raHITTMO3HbIX KNETOK,
4acTo NPOoABNAOLLAACS Ha Nepudepumn OMNyxonu, YTO NPeacTaBnseT NepexonHbii B1a,
K cMelaHHou MTHB. HeauddpepeHumpoBaHHbiM U HU3KOANDDEPEHLMPOBAHHbIM MOATUNMbI
Obliv 06beAMHEeHbl B OAMH NOATUN «BeaHbIM CTPOMOM, HeandbPepeHLUPOBaAHHbIN» B UC-
xofHoM knaccudmkaumm Shimada [58]. AnddepeHumpyomm noatT1n HempobnacToMbl
paHee Ha3biBancs «befHbi CTPOMOM, auddepeHUMPYOLLUMCI».

FaHz2nuoHelpobaacmoma, cMewaHHbIU mun (6o2zamas weaHHO8cKoU cmpomoll)
(punc. 26).

3Ta onyxosnb, B OpMUrMHanbHOMU Knaccudmkaummn Shimada - «boratas cTpoMoH,
CMelllaHHaa» — AeMOHCTPMPYET NepexoaHbli BUA, Ha NyTU K NONHOW AnddepeHLmpoBs-
Ke/co3peBaHMIO, OHAKO MPOLECC He 3aBepLUEH, O YEM CBUAETE/IbCTBYIOT PaCcCesHHbIe
«OCTaTOYHbIE» MUKPOCKOMMYECKMEe ovarn HeMpobnacTHbIX KNeToK. [Jonsa raHrMMOHENPo-
MaTO3HOMO KOMMOHEHTA MO OTHOLLIEHMIO K HEMPOBNACTHLIM OYaraM OOMKHA NPEBbILLATb
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50 % oT obliero ob6beMa onyxonu. ATOT BapPMaHT He cneayeT nyTaTh ¢ Hoaynspomn MHB,
KOTOpas UMeeT MaKpOCKoMMYeckmne reMopparmyeckme yasbl, yKkasbiBatoLme Ha Hanuuue
arpecCcMBHOrO M ABHO 3/10Ka4Y€CTBEHHOMO KNIOHa. MUKPOCKOMNUYECKU BU3YaNIM3MpPYIOTCS
XOPOLO 04YepYeHHble rHe3na HeMpobnacTHbIX KNEeTOoK, KOTopble nepeMellaHbl unm bec-
NOPSAOYHO pacnpenenieHbl B raHrIMOHEMPOMaTO3HOM TKaHU. [He3na COCTONAT M3 CMecH
HEeMpPOBNACTHbIX KNETOK Ha pa3HbiXx cTagmax auddpepeHunpoBKM, obblYHO C Npeobna-
faHWeM anddepeHUUpPYoLLNXCA HEMPOBNACTOB M CO3PEBAIOLLIMX FAHTTIMO3HbIX KNETOK
Ha ¢poHe OBUNbHOIro HEMPONUSA. XOTS pa3Mepbl U KOIMYECTBO 3TUX HEMPOBNACTHbIX FTHe3,
Pa3/IM4aloTCe, MX MOXKHO PacMno3HaTbh TOMbKO NPU MUKPOCKOMMYECKOM UCCNea0BaHMM.
MNMonobHyo CMeLlaHHYo KapTUHY MOXKHO YBMOETb M B MeTacTasax B MMdaTUieckue y3nbil.

FaH2auoHelpobaacmoma, HodyAaspHLIU mun (KoMno3umHas, 6o2zamas cmpo-
Mol, ¢ nhpeobaadaHueM cmpomMel u 6edHass cmpomoll)

DTOT TN HEMPOBIACTHOM ONYXONK, PaHee ONUCaHHbIN Kak «boraTas CTPOMOM, Y3/10-
BaTas» B OpMrnHanbHou knaccudmkaummn Shimada, Meet cBoel 0OCHOBHOM OCOBEHHOCTbIO
HaM4YMe MaKpPOCKOMUUYECKMX, OBbIYHO reMopparmMyeckmx HeMpPOBNaCTHbIX Y3108 (KOMMOHEHT
6efHbIM CTPOMOM), COCYLLLECTBYIOLLMX CO CMeLlaHHOM MTHB (koMNoHeHT 6oraTbii CTPOMOM)
nnm MH (KOMMOHEHT ¢ NnpeobnagaHMeM CTPOMbI). TEPMUH «KOMMO3UTHbIN» NogpasyMeBaeT,
YTO OMYXOSib COCTOUT U3 BMONOrMUYECKM PA3NMYHBIX KIIOHOB. Y3enku HenpobnacTos pac-
CMaTPMBaIOTCA KaK CMeACTBUE SBOMOLUMU OOHOrO/HECKONbKMUX arPeCCUBHbIX UIU 3/10Ka-
YeCTBEHHbIX KTOHOB, IMB0O M3-33 BHOBb MPUOBPETEHHbIX FreHeTUYecKmx abeppaumi [61].
MM MUKPOCKOMMYECKOM MCCNeaoBaHUM ObbIYHO OBHapPY KMBaETCS pe3kas AeMapkaLus
(unu pake dpubpPoO3HOE NceBgoKancynapHoe obpaszoBaHMe) MeXXay HEMPOBNaCTHLIM Y3/1OM
M CTPOMasbHOM OMyXONEBOM TKaHbIO, YTO OTPaXKaeT NPonUdbepPaTUBHbIN U SKCNAHCUBHbIMN
POCT HEMPOBNACTHOrO KOMMOHEHTa. [lpyrue y3enku MoryT MMeTb 30HY nepexoaa, kKotopas
NOCTENeHHO NepexoamuT OT HeMPOBNACTHOrO KOMMOHEHTa K CTPOMasIbHOMY KOMMOHEHTY;
3TOT MaTTePH UHTEPNPEeTMPYEeTCs Kak HeMpobnacTHas MHOUNbTPALMS U3 y3na B cocen-
HIOIO LLIBAHHOBCKYO CTPOMasbHYO TKaHb. CaMu y3enku, Kak NpaBmo, He nepecekaoTcs
LLUIMPOKMMM NeperopoaKkamMm LLBAaHHOBCKOM CTPOMbI.
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FaHzauoHelpomMa (c npeobaadaHueM WeaHHOBCKOU CMpPOMbI)

raHenuoHelpoma, co3pesarouwjull mun, COCTOMT NPEUMYLLLECTBEHHO U3 FraHMn-
OHENPOMAaTO3HOU CTPOMbI C HEBObLLUMM KOJTMYECTBOM PaBHOMEPHO UM HEPABHO-
MepHO pacnpeneneHHbix ckonneHni aubdepeHunpyoLmnxcs Hempobnactos u/mnm
CO3PEBAOLLMX FAHIIMO3HbIX KNETOK B AOMNOMHEHUE K MOMHOCTbIO 3PebIM raHMMO3HbIM
KneTkaM. B onyxonesoM TKaHW npeobnagaeT WBaHHOBCKas CTpoMa. OTINYUTENbHOM
ocobeHHOCTbIo co3peBatollen MH aengeTcs To, YTO HeMpobnacToMaTO3Hble oYarmu
He 0bpa3yloT OTYET/IUBbLIX MUKPOCKOMUYECKMX rHe3q, Kak Npu CMELLIaHHOM rnoaTune
'HB, ckopee HaobopPOT, OTAENbHbIe HEMPOBNACTbl CMELLMBAOTCA C NpenMylLiie-
CTBEHHO raHMMOHEUPOMATO3HOM CTPOMOMN. DTOT BAapUaHT paHee OMMUChIBANCA Kak
«boraTtagd cTpoMoM, xopolo anddepeHUMpOoBaHHaA» B OPUTMHANBbHOM Knaccudu-
kKaumun Shimada n «FHB, norpaHu4Has» B TEPMUHONOMMU, PEKOMEHAOoBaHHOM Joshi
c coaBT. [58, 60].

raHanuoHelpoma, 3pesbil mun, COCTOUT U3 3PEION LUBAaHHOBCKOW CTPOMDbI
M FAQHTTIMO3HbIX KNEeTOK. MOMHOCTbIO 3pefible FaHIMIMO3HbIe KNETKM OBbIYHO OKPY>KEHbI
caTeNUTHbIMK KeTkaMu. [ofiHoe co3peBaHue XxapaKkTepu3yeTcs OTCYTCTBUEM HENPO-
61aCcTOMaTO3HOro KOMMOHEHTA.

2.8.2Cneundmryeckme ructonormyeckme ocobeHHocTH

HeMpobBnacTHbIX onyxoneu

HukeonmcaHHble 0COBEHHOCTHM Bbln NPeanoxXeHbl U onmMcaHbl B pamMkax INCP gnsa HB
W HooynsipHou MHB.

MHOekc Mumos-kapuopekcuc (mitosis karyorrhexis index) — pacdeTHbIM Nokasa-
TeNb, KOTOPbIN ABNAETCA OTHOLLUEHMEM KOIMYECTBa OMNyXONeBbIX KNeTOK B pa3e MUTO3a
Mnu Kapuopekcuca kK 5000 KneTok onyxonu. BolaensaioT Heckonbko nokasaTtenen MKU:

1. H13kum <2 % (<100/5000)

2. MpoMexkyTouHbIM 2-4 % (100-200/5000)

3. Boicokui >4 % (>200/5000)
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Kadenpa neTckoi OHKONOrMM, KIIMHUYECKOM OHKOJIOMMU U paguonorum

HeobxoanMbIM ycnoBueM onia nogcyerta MKW B TKaHM ONyXonu ABNSETCA Hanuuue
He MeHee 5000 >XM3HEeCnoCOBHbIX PaBHOMEPHO OKPAaLLUEHHbIX OMYXONEBbIX KNETOK B He-
CKOJIbKMX NONSIX 3PEHUS.

CyllecTByeT koppensaumsa Mexxay BbicCOkMM MKU 1 HebnaronpuaTHbIM KNMHUYECKMM
1 Buonormyeckmm (amnnmdukauma reHa MYCN) TederHmem [62]. AMnnndukauma reHa MYCN
B HB npakTuyecku Bcerga NnpMBOOMT K CUHTE3Y M3BbITOYHOro konuyecTesa benka MYCN.
B cBolo ouepenb 6enkoBbin KoMnneke Myc-Max B aape onyxoneBbixX KNeToK CnocobeTeyeT
NpPenoTBPaLLEHUIO KNeTOYHOU AndpdepeHLUMPOBKU K aKTUBALMK KNETOYHOM nponudepa-
UMM 1 anonTo3a [63]. TaknuM obpasoM, onyxonu ¢ amnnndukaumen reHa MYCN oBbl4HO
npencTaenaoT cobon HeandbdepeHUMpPOoBaHHYO UM HU3KoanddepeHumupoBaHHyo HB
C Bblpa)€HHOM MUTOTUYECKOM (MponudepaTMBHOM) K KapnopeKkTMyeckon (anonToTnye-
CKOM) aKTUMBHOCTbIO. B MYCN-amMnnuouumpoBaHHbix HB ¢ arpeccuBHbIM 1 BbICTPONPO-
rPEeCCUPYIOLLMM KITMHUYECKMM MOBEAEHMEM KNeTOYHas Nponmdepaumsa npeobnagaeT Hag,
anonToTMYEeCKOM aKTMBHOCTbIO. OfHaKO, Npu uccnegosaHnm MYCN-aMniMduLMpOoBaHHbIX
onyxonen Ha CBETOONTUYECKOM YPOBHE, KONMMYECTBO KIETOK C NpM3HaKaMmM Kapuopek-
cuca Bcerga npeBbIlaeT KOMMYEeCTBO KNeToK C MUTo3aMu [64]. CxogHble HabnogeHus
Obinu caenaHbl B MOAENM in Vivo U MOTYT BbITb OObSACHEHbI TEM GaKTOM, YTO BUOMMASA NPU
MMCTONOrMYECKOM UCCEeAOBaHUM CTaAMS MUTO3a KOpoYe, YeM CTaaums anonTtosa [64, 65].
MpennonaraeTcs, YToO MexaHW3M anonTo3a, Habnogaembit B MYCN-aMnnnduumpoBaHHOM
OnyXonu, MOXeT BbITb P53-onocpenoBaHHbIM, Koraa B pesynbTaTte HeobpaTUMOro no-
BpexaeHnsa JHK B reHeTMYecKkn HeCTabunbHOM sape NPOMUCXOOMT KNeTovHas rubensb.
[aHHbIM BMA, KNETOYHOM rMBenm MoXKeT OTIMYaTbCs OT anonTo3a, KOTOPbIKM BCTPEeYaeTcs
B OMyXONEBbIX KNETKaxX C MOTEHLMANOM UHBOIOLMK UKW CMIOHTaHHOM perpeccuu.

2.8.3MMMYHOrMcTOXMMHMYECKaa AMaAarHoCT1Ka

MMMYHOMMCTOXMMMYECKAa AMAarHOCTMKA HEMPOreHHbIX Onyxonen basnpyeTcs Ha 0CobeH-
HOCTSX UMMYHOMEHOTUMNA, ONpeaensieMbIX TMCTOreHeTUYECKUM MCTOYHUKOM U Hamnpas-
NeHneM co cTeneHbio anddepeHUMpPOoBKM onyxonu. Tak, GONbLUMHCTBO HEMPOreHHbIX

5S4

PucyHok 27.
MMMyHO2UCMOXUMUYECKas
akcnpeccus Chromogranin A (A)
u Synaptophysin (B) knemoYHbiM
cybcmpamom Helpobracmomei.
YeenuyeHue 200x.

onyxonen He CoaepP>XMT UMMYHOMMCTOXMMUYECKMX MPM3HAKOB KNacCMYeCKOU Me3eH-
XMManbHoW anddepeHUNPOBKM U HE SKCMPECCHMPYIOT BCIO IPynny COOTBETCTBYIOLLIMX
MapKepOoB, BKoYas Tak1e LUMPOKO UCMOMNb3yeMblIM B MMMYHHOMMCTOXMMUYECKOM OMarHo-
CTUKe Mapkepsbl, kak Vimentin, Desmin, SMA, CD34 u ap. B To e BpeMs, uMes NpusHakm
HEUMPOHaNbHOW MU HEUPO3KTOAEPManbHOM AnddepeHumpoBKkU, HB xapakTepusytoTtca
aKkcnpeccuen Mapkepos Synaptophysin, Chromogranin A, CD5, NB84 Ha anemMeHTax
He3penoro (HeMpobnacTHOro KOMMnoHeHTa) 1 anddysHom akcnpeccuen S100 u gpyrux
HEMPOHabHbIX MapPKEPOB Ha KOMMOHEHTAaX LLBAHHOBCKOM CTPOMbI (puc. 27).

Bonpoc auddepeHumnanbHOro aMarHosa BO MHOroM onpeaensaeTcs BapuaHTOM
HB 1, NpY HanM4YMK 3penoro KOMMNOHeHTa He COCTaBNsAeT bonbluMe CNOXHOCTU, BBMAY
YHUKaNbHOCTU TMCTONOMMYECKOro CTpoeHus. HeguddepeHumpoBaHHblie HB, ¢ apyrom
CTOPOHBI, TPEbYIOT WKpokoro anddepeHLnanbHOro gMarHo3a BHyTPM Fpynmbl MeNKo-
KPYTMOKNeToYHbIX onyxonel. OCHOBHOW Habop MOTEHLMaANbHO MAaCKUMPYHOLLMXCA nom,
HB onyxonemn — 3T0 CONMAHbIM BapMaHT aNbBEONSPHOM PabaoMMOCapKOMbl, CapKoMa
tOuHra/HeandodepeHUnpoBaHHbIe KPYrNOKNIETOYHbIE CaPKOMbI, afpPEeHOKOPTMKASbHbIE
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KapLMHOMbI, OMYXOMN reMOMO3TUYECKOrO MPOUCXOXKAEHUSA. B ocHOBE MMMYHOIUCTO-
XUMMyeckoro atana gnddepeHumnanbHoro amarHosa HB, rnaBHbiIM 0bpa3oM, NeXXUT
KOMBUHALMSA HEFaTUBHOCTM onyxonu K Vimentin 1 UMMyHOPEaKTUBHOCTM B OTHOLLIEHMM
HeWpOaKTOoAepPMarbHbiX Mapkepos Synaptophysin, NSE, Chromogranin A.

2.9 MonekynspHo-reHeTMYeckmue abeppaummn B HelpobnacTtoMe
HelpobnacTtoMa aBNgeTCs BbICOKO reTepOoreHHOM OMyXonblo Kak ¢ BUONOrnyeckom, Tak
M C FeHETUYECKOM TOUKM 3peHus. PasHble rMctonormyeckne sapmaHTbl Hb accoummpo-
BaHbl C Pa3/IMYHbIMKU FEHETUYECKMMM abeppaumnsaMu, K KOTOPbIM OTHOCATCA TOYEYHble
MyTaLUMM B KITIOYEBbIX reHax, aMniMduKaLmm OHKOreHOB, yBeNnuyeHme unu ytpara rete-
PO3MIOTHOCTU XPOMOCOMHbIX PEMMOHOB HEKOTOPbLIX XPOMOCOM [66].

Brnepeble knto4YeBas posib reHeTUYeCKMX COBbITMI B Pa3BUTUM U TedeHme HB bbina
ycTaHoB/eHa B 1980-x rr, koraa naeHTMoumumnposanm aMnnmdmkaumio reHa MYCN. Bno-
cneacTemm Bbina HaMaeHa accoLumaLmMa NONOXKUTENbHOMO aMNIMdUKALLMOHHOro cTaTyca
MYCN ¢ HB BbICOKOIo pMcKa 1 MIOXOM BbIXKMBAEMOCTbIO NaLMeHToB [67], a no3xe — fo-
Ka3aHa ponib MYCN B HeonnacTuyeckou TpaHchopMaumm. C Tex mop Havanocb akTUBHOE
n3y4yeHue reHeTMkn HB, B pe3synbtate KOTOPOro BbiiM ONMCaHbl MHOFOYUCIEHHbIE FreHHble
U XPOMOCOMHbIE M3MEHEHUS B OMNYXONEBbIX KNeTKax.

K Hanbonee YacTbiM abeppaLmamM, ObHapy>KMBaeMbIM B OMyxoneBbix kneTkax Hb, oT-
HocaTca aMnndukaumsa reHa MYCN, neneumn 1p, 3p, 4p v 11g 1 yBenmueHue Yncna (gain) 179
[68]. AMnnuduUKkaumsa reHa MYCN (kapTupoBaH Ha 2p24.1) No pa3HbIM JaHHbIM BCTpPeYaeTcs
B 20-30 % HB. MHOrouYncneHHble UCCneaoBaHMs CUrHambHbIX NyTEW, Ha KOTOPbIE BAUAET
MYCN, yCTaHOBMNHK, YTO €ro akTMBaLMSA NPUBOAMT K YCUNEHMIO IKCMNPECCUN MHOMOUYUCEHHBIX
reHOB, Y4YaCTBYIOLLUMUX B KNETOYHOW nponmdepaLmm, 1 B TO XK€ BPeMs K NOAaBIEHUIO IKC-
NpPeccum reHoB, CBA3aHHbIX C AMddepPeHLUMPOBKOM 1 anonTO30M. 3TO BO3AENCTBME MOXKET
NPOMUCXOAMTb KakK NPSMbIM, Tak M KOCBEHHbIM 06pa3oM [69, 70]. MULLIEHH, MHAYUMPYEMbIe
MYCN, BkntoyatoT B cebsi reHbl HMGAT [71], MCM7 [72], MDM2 [73], p53 [74] u 6enok MRPT,
KOTOPbIM CBA3aH C MHOXKECTBEHHOW NIeKapCTBEHHOM YCTOMYMBOCTbIO [75].
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YTpaTa reteposmrotHocTh (Loss of Heterozygosity - LOH) kopoTkoro nneya 1
XPOMOCOMbI HabntogaeTcsa npmMMepHo B 35% HbB. JaHHaa abeppauum Koppenvpyet
C NONOXMUTENbHLIM aMMIMPUKALMOHHBIM CTaTycoM reHa MYCN wu BcTpeyvaetca B 70 %
cnydvaeB arpeccueHbix HB. [TOMUMO 3TOro, M30NuMpOBaHHas yTpaTta reTepo3nuroTHOCTHU
1p aBnaetcsa pakTOPOM HebnaronpuUaTHOro NporHo3a [76, 77]. Nockonbky Yactota LOH
1p Nnpu HB [OCTaTOYHO BbICOKA U Hanuuue geneunm UMeeT KIIMHUYECKOe 3HaYeHne, TO Ha
NPOTS>KEHUU OIUTENBHOIO BPEMEHU MPOBOOMIOCH U3YyYEHME XPOMOCOMHbIX PEFMOHOB
KOPOTKOro nnieya 1 XpoMOCOMbl. [MaBHOM LLENbO UCCNeaoBaHMM ABNSNCSA NMOUCK FreHOB-
KaHAMOATOB Ha POJib OHKOCynpeccopoB. OOQHUM M3 NepBbiX 6bin MAeHTUPULMPOBAH
y4yacTok 1p36.3, Ha KOTOPOM KapTupoBaH reH CHD5. Heckonbko no3e 6bin KapTUpoBaH
reH CAMTAT - eLe OgMH reH-OHKoCcynpeccop. BnocnegCctemm CNMCOK KNOYEBbIX FTEHOB-
CYnpeccopoB, HAXOOALWMXCH HA KOPOTKOM nneye 1 XPOMOCOMbI, 3HAYUTENBHO BbIPOC
[78, 79]. OnHako, MeHHo CHD5 u CAMTAT nony4nnu Hanbonbllee pacnpocTpaHeHue
B KaYyecTBe AmMarHoctmyeckmx Mapkepos LOH npwu nccnenoeaHun MetogoM gnyopec-
LLleHTHOW rMbpumam3saumu in situ (FISH - Fluorescence In Situ Hybridization).

[pyroi pacnpocTpaHeHHOM CTPYKTYPHOM XPOMOCOMHOM abeppaumnen, CBA3aHHOM
C arpeccuBHbIM KIIMHUYECKMM MOBeAeHUEM, aBnaeTca geneums 11q, BCcTpedatowascs
npuMepHo B 40-45% cny4daes HB [80]. MHOroyMcneHHble UccnegoBaHMs NokKasany,
yto HB ¢ aMmnnndmkaument MYCN 1 HB ¢ LOH 11g npeacTaenstoT coboM ABa pasfiMyHbIX
noaTmna onyxonen, oba U3 KOTOPbIX CBA3aHbI C MIOXMM KIIMHUYECKMM McxoaoM [81, 82].
B cBa3u ¢ 3tmm B 2009 1. Hanu4umne abeppaumi 4IMHHOrO nneyda 11 XpoOMOCOMbI BKIOYUIIM
B MeXAYHapOoaHYo cucTteMy knaccuoukauuu rpynn pmcka Hb (INRG) [83]. CaMol yacTo
BCTpeyatolenca abeppaumnent, obHapy>xkmpaeMon B TKaHW HB, aBnaetca yBenmyeHme
yucna konum (gain) 17q, kotopasa otMevaetca B 70 % cnyvaes [84]. OgHako, HecMoTpS
Ha MHOTOYMCNEHHblE UCCNEefOoBaHMe, MPOrHOCTUYECKUI CTaTyC BbilleonncaHHoW abep-
paLMn 0O CUX NMOP OCTaeTCs CMOPHbIM BONPOCOM [85].

B gononHeHMe K BbllIEONMCaHHbIM OCHOBHbIM FeHETUYECKUM abeppauusaM, oT-
MeueHbl U Opyrne pekyppeHTHble aMcbanaHCbl, KOTOPbIe Tak)ke MOryT MMETb BaXKHOE
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PucyHok 28.

BapuaHmor abeppayud
2eHa MYCN, sbisiensieMble
npu FISH-uccnedosaHuu
(Mukpopomoezpapuu

U3 IUYHO20 apXxueaq).

1. AMnaugukauus eeHa
MYCN;

2. Gain e2eHa MYCN;

3-4. [emepo2eHHas
amnaugukayus 2zeHa MYCN.

3HayeHue. K TakMM reHeTMYeCKnUM aHOManusM oTHocAT yBenuyernue (gain) 1q, 2p, 79,
9p u 11p unu notepto (loss) 3p, 4p, 149, 16p 1 199 [86]. Ho BrMonoruyeckoe 3HadyeHue
3TUX U3MEHEHUM B HACTOSALLEE BPEeMS OCTaeTcs HescHbIM [87].

CornacHo npoTtokony «NB2004» FISH Hapagy ¢ cay3epH-610TOM 1 nonmMMepasHo-
LuenHoM peakuuen (MLP) senaetca MeToaoM Bbibopa ANna onpeneneHmsa crtatycos MYCN
n 1p. MeTtopn FISH aBnseTcs QOCTYMHbIM M OCTOBEPHbIM METOAOM MNpPWU CobntoaeHUu
COOTBETCTBYIOLLMX NPOTOKONOB. HO, Kak 1 Nto6oM gpyron MonekynspHO-reHeTU4eCckmm
MeTof, NOMUMO psaaa npemMyLlecTs FISH nMeeT psag He[oCTaTKoOB M orpaHmMyeHni [88].

OcHOBHbIM NpenMyLLLecTBoM FISH aBnaetcsa uccnegoBaHue reHeTUYeCcKux abep-
paLuMi B KaXkKAOM MMCTONOrMYECKOM KOMMapTMeHTe. DTO NO3BONSET OLEHUTb CTaTyC
FeHOB B KaXkgoM OMyxoneBoMr Nonynsumm no oTaenbHOCTU M BbiBUTb U30NMPOBaHHbIE
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PucyHok 29.

BapuaHmsi abeppayul

1p u 11q, sbisisnsseMoie

npu FISH-uccaedosaHuu
(Mukpogpomoepapuu

U3 IAUYHOR20 apxueaq).

1. Jeneyust XpOMOCOMHO20
pea2uoHa 1p;

2. JucbanaHc
XPOMOCOMHO20 pea2uoHa 1p;
3. Jeneyusi XpOMOCOMHO20
peauoHa 11q;

4. JucbanaHc
XPOMOCOMHO20 pea2uoHa 11q.

KpUTUYECKME COBbITUA — HanpMMep, reTeporeHHyto aMmnndmkaumio reHa MYCN, koTopas
xapakTepuayetca amddy3HbIM pacnpeneneHneM cpeam onyxoneBon TKaHW equHMYHbBIX
Knetok ¢ amnnudukaumen. K HegoctatkaM CTOMT OTHECTM YyBCTBUTENbHOCTb METO/a
K NpeaHanuTM4yeCcKoMy aTany noaroToBKU MMCTONOrM4eckoro Matepuana. OrpaHuyeHuns
MeToda CBsi3aHbl C Pa3MEepPOM U TUMOM reHeTMdYecknx abeppauun. TouyedHble MyTaLmK,
Hebonblume (go 50 kb) cobbiTMs 1 Cno)KHble reHeTUYeCKUEe M3MEHEHNS HEAOCTYMHbI AN
JeTtekunm metogoM FISH [89].

MNpu nccnepoeaHmu crtatyca reHa MYCN, a Tak)ke XPOMOCOMHbIX PermMoHoB 1p
n 11g MeTtogoM FISH ncnonesytot JHK-30HAbI, KOTOPbIE NO3BOASIOT OLEHUTb USMEHEHNE
4ymMcna KoMum MHTEPECYIOLLLErO reHa OTHOCUTENIbHO HEKOTO CTabMbHOrO KOHTPObHOMO
pernoHa (puc. 28, 29).
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Tabnuua 4. MiHTepnpeTtauns pesynbtatos FISH-nccnegosaHma TkaHu HB

PermoH

Kadenpa neTckoi OHKONOrMM, KIIMHUYECKOM OHKOJIOMMU U paguonorum

Pe3ynbTar Kputepum
UHTEepeca y P P
YBenuyeHme ymcna Konui reHa MYCN OTHOCUTENbHO YMcia XPOMOCOM 2
AMnnuoukaums
6onee yeM B 4 pa3sa.
Gain YBenuyexue uncna konmm reHa MYCN OTHOCUTENBHO YMCa XPOMOCOM 2
B 1,5-4 pas3a.
MYCN [eTeporeHHas AMnnndukaumsa NPUCYTCTBYET B OYeHb HEBObLLOM YacTU UCCNedoBaHHbIX
aMinubmMKauma | onyxonesbiX KNeTokK.
OTtcyTcTBUE
yBenuyeHus PaBHOe Konm4yecTBo konmi MYCN 1 XpOMOCOM 2.
yuMcna Konuit
Neneuns Hanuune 0 nnu 1 curHana ot permoHa 1p He MeHee, yeM B 33 %
NpPOaHanM3npPOBaAHHbBIX ONYXONEBbIX KNTETOK.
Hanuune MUHUMYM 2 CUrHanoB OT pernoHa 1p B coyeTaHmu ¢ 6bLnM
1 [nc6anaHc KOTMYECTBOM CUIMHANOB OT KOHTPOJIbHOIO PEerMoHa He MeHee 4yeM B 33 %
P NpoaHanM3npoBaHHbIX OMyXoneBbix kKieTok. CooTHoweHue 1p/KoHTponb — 2/3,
2/4,3/LwT.a.
OOMHaKoBOE KOMMYECTBO CUMHANMOB OT 1P U KOHTPOJIbHOIO pPernoHa unm
HeT abeppauun o
abeppauuun MeHee YyeM B 33 % NpoaHanmn3MpoBaHHbIX OMYXONEBbIX KNETOK.
Neneuns Hanuune 0 nnu 1 curHana ot permoHa 11q He MeHee 4yeM B 33 %
NpPoOaHanM3nUpPOBaHHbBIX ONYXONEBbIX KETOK.
Hanuune MUHUMYM 2 curHanos oT pernoHa 11g B coveTanun ¢ 6AIbLIMM
11 [nc6anaHc KOTMYECTBOM CUIMHANOB OT KOHTPOJIbHOTO PEerMoHa He MeHee 4yeM B 33 %
< NpoaHanM3nMpPOBaHHbIX OMyXOneBbiX KneTok. CooTHoweHue 11g/KoHTpOoNb -
2/3,2/4,3/bwT.a.
OaMHaKoBOE KOMMYECTBO CUIrHaANoOB OT 11 M KOHTPOMbHOIO pPeruoHa unm
HeT abeppauun o
abeppauuun MeHee YeM B 33 % NpoaHanmn3MpoBaHHbIX OMYXONEBbIX KNETOK.

BapuaHTbl BO3MOXHbIX PE3Y/IbTaTOB UCCNENOBAHUSA M KPUTEPMM OLLEHKM OTPaXKEHbI
B Tabnuue 4 [88].

BHenpeHne BbICOKOMPOU3BOAMTENbHbLIX METOAOB MONEKYNAPHO-TEHETUYECKMUX UC-
crefoBaHUI NO3BOMMO BbISIBUTb MHOXXECTBO abeppaLui, BCTPEYaIOLWMXCH B KNeTKax
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HB, BKntoYas aHOManMM YmMcna KOnui reHoB M XPOMOCOMHbBIX PEernoHoB, abeppauum,
aKTMBUPYIOLLME OHKOreHbl (reHOMHble aMMndUKaLUK, HYKNEOTUOHbIE MUCCEHC-MYTaLuu),
MyTauUuu c notepen GyHKUMM Benka, BbiaBSeMble B reHax-Cynpeccopax OnyXxoneBoro
pocTa (neneuun, HOHCEHC-MyTaLKUK, MHCepLMM/Oeneumm Co CABMIOM PaMKM CYMTbIBA-
HWs). OgHaKo, MONeKynspPHO-reHeTUYeCKoe UCCNIefoBaHME 3HAYMUTENbHOIO KONMYeCTBa
cnyvaeB Hb He No3BONMNO 0BHAPY>XXUTb PEKKYPEHTHbIX abeppauui, 06bacHALWMX ab-
conoTHoe 6onbLUMHCTBO cny4Yaes HB [90]. Hanbonee pacnpocTpaHeHHOU reHeTUYeCKOoM
aHOMarsnmen, BbiaBnaeMon bonee, YeM B MOJIOBUHE ClyYaeB OMyXonemn BbICOKOro pucka,
ABNAETCA yBeNMYeHue Yynucna konmim 17q, ogHako natoreHeTuyeckas posib aHHoM abep-
pauun B pasBUTUM U Nporpeccun Hb ycTaHoBneHa He 6bina. Buonornyeckune NnpoLeccsl,
Hanbonee 3HayMMble B NaToreHese HB, cyMMupoBaHbl Ha puc. 30.

CaMbIM pacnpoCTpaHeHHbIM TUMOM HYKNEOTUIOHbIX MyTaLMMi ABNAIOTCA MUCCEHC
BapMaHTbl B TUPO3MHKMHA3HOM goMeHe ALK, BbisensieMble B 7-10 % npu cnopagmyeckmnx
cnydasx [91] u oo 70 % — npu ceMenHbix popmax HB, YTo no3sonseT paccMaTpuBaTh reH
ALK Kak gpalBepHbi OHKOreH B pa3Bmtmm HBE [92].

MaToreHeTnyeckasa ponb reHa ALK onucaHa v npu apyrux 3HO, Takmx Kak Kpyn-
HOKNeToYHasa aHannactTMdeckasa nMMdbomMa, BocnanmtenbHas Mmodbmbpobnactmyeckas
OnyXoJsb, HEMENIKOKNIETOUHbIM paK nerkoro [93]. OgHako, Npu AaHHbIX 3aboneBaHUsAX
npuobpeTeHne KNeTKon KOHCTUTYLIMOHANbHOM aKTMBHOCTHU ALK npoucxoguT BCreacTeme
nepeMeLleH1s KOaUpYyoLLen nocneqoBaTelbHOCTM KMHAa3HOMO JoMeHa Nof, AeUCTBUEM
aKTMBHOIO NPOMOTOPAa BCNeacTBMe 06pa3oBaHMsa XMMEPHbIX KOHCTPYKLMA, B TO BpeMs
Kak np1 HB aMMHOKMCNOTHbIE 3aMeHbl B KaTaIMTUYECKOM AOMEHE MPUBOLAT K IMraHAa-
He3aBMCMMOM aKTMBaLUuM pelentopa ALK.

Mpu HB ocHoBHasa 00N MUCCEHC-BapUaHTOB B reHe ALK (85 %) npmMBOOMT K 3aMeHe
aMMHOKMCIIOT B OHOM M3 Tpex no3uumi: F1174, F1245, R1275 [94]. R1275Q - caMas yacTas
3aMeHa, npeacTaBneHHas B 45 % ceMenHbix C/lydaeB U TPeTu CrydYaeB cropagmyeckomn
HB. AMUHOKMUCNOTHbIE 3aMeHbl B no3uumax F1174 n F1245, kak npaBuno, obHapy>xu1Ba-
lOTCA NPU CNopaanYeckmx cnydaax 3abonesaHus, U Ux YactoTta coctaBnaet 30 % 1 12%
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\. N g Mymauuu ALK Y1278S, sbisigneHHOU npu 8bICOKONPOU3800UMeETbHOM cekseHuposaHuu JHK,
S ALT -4/ | |

gbldesieHHoU u3 mkaHu Hb.
& TenomepaszHan /

Al b COOTBETCTBEHHO OT BCEX OMyXOnel C HaM4yMeM BapmuaHToB B reHe ALK [95]. Ha puc. 31

npencraeneHa MMCCeHC-MyTaums reHa ALK Y1278S, nokanusytowasacs B TMPO3MHKMHA3-

PucyHoK 30. B MonekynspHoM namozerese HE 8edywias posb NPUHAdNEXUM HOM JOMEHEe M NPMBOAALLAA K KOHCTUTYLIMOHANIbHOM NUraHa-HE3aBMCUMOM aKTUBaL MM

penaukamusHol UMMOPMAAU3AYUU KAeMOK 3a cYyem akmusauuu KaHoHu4Yeckoao (TERT- peuenTtopa. MNpu 3TOM reHeTUYECKMt BapMaHT SBNSETCS PeAKMM, YTO nopyepkusaeT
308UCUMO20) UAU QIbMEPHAMUBHO20 NYMU NOAOEePXKAHUS OuHbI mesomep (ALT), Ba>XHOCTb aHanM3a BCeM KOAUPYIOLLLEN NOCIeNoBaTENbHOCTM KaTaNMTUYEeCKOro OMeHa
MQPKEePOM KOMOPO20 A8/9I0MCS Mymayuu uau desneyuu 2eHa ATRX. [unepakcnpeccus
6enka N-myc, so3HuUkarowas eciedcmeue amnaudukayuu 2eHa MYCN, aengemcs
uHOykmopoM TERT. Takxe namo2eHemuYeCckuM 3HaYeHueM obaadarom Mymauuu,

ALK, a He TONbKO «FrOpPSaYUX TOUEK».
PenknM MexaHM3MoOM abeppaHTHOM akTMBaLMmM reHa ALK npu HB, BCcTpeyvatoLmMcs

—Z0,
npueodsuue K AKmueayuu CueHanbHo20 nymu RAS-RAF-MEK (8 nepeyto oyepeds, B 2-3 % Cny4asx, SBNFIOTCA aMMIMPUKaLMM reHa, NPMBOASLLME K NMOBbILLIEHMIO 3KCNPEeCCHn
akmusupyrouue MUCCeHC-Mymayuu 8 MupO3UHKUHA3HOM doMeHe ALK) u 6710Kkupo8aHuo 6enka u KOHCTUTYLIMOHANbHOM KMHa3HOM akTuBauum [92]. YunTbiBas 61M30CTb B3aUMHOMO
TP53-308UCUMO20 OMEEMA KAEMKU HQ OHKO2eHHbIU Cmpecc. pacnonoxeHus reHos ALK 1 MYCN Ha KOPOTKOM njiede XpOMOCOMbI 2 (nokychl 2p23
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M 2p24, COOTBETCTBEHHO), YaCTO MPOMUCXOAUT UX KoaMnmduKkaums, BO BCEX Clydanx
HOCSLLLaa coMaTUYecKmi xapakTtep [96].

Abeppaunn reHa ALK, npusogauime K Nno00epKAHUK KOHCMUMYyUUOHAAbHOU
akmusHocmu 6e/1KkQ, ACCoOUUUPOBAHLI C Q2PECCUBHLIM MeYyeHuUeM oNYxosu u Hebsazo-
NPUSMHbLIMU NPO2HO30M. B rpynne nauMeHTOB BbICOKOrO pUCKa YacToTa MyTalui reHa
ALK cocTaBnset 14 % [92], Toraa kak B obuien koropte — He npesbiaeT 10 %. Takxke
BblNO OTMEYEHO NPAMOE HeraTMBHOE BNUSAHME MyTauui B reHe ALK Ha BbI>XMBAaeMOCTb
NauMeHTOB B rpynmnax NnpoMeXKyTOYHOro M BbICOKOro pucka [97], v Bbicokas 4YacTtoTa
BCTPEYaeMOCTU MyTaumi reHa ALK y naumeHToB c pedpakTepHbiM TEYEHUEM U peLm-
ovBamu HB [24, 98].

B To >XXe BpeMs, aKTMBUpPYlOLLMe abeppalumm reHa ALK 9BNaOTCA MULLIEHAMM On4
MOoneKynsapHO-HanpaBneHHoM Tepanuu. MNpumeHeHme ALK-MHrMBGUTOPOB NepBoOro no-
KoneHus (KPU3OTUHKUO) NoKasano YacToTy OObEKTMBHbBIX OTBETOB NWLWLb B 15 % cny4yaes
(95 %-1 AN 3,3-34,3 %) [99]. PesynbTathl | pa3bl npuMeHeHmsa ALK-MHrMbutopa BTOporo
NOKONeHMs LepUTuHMba NpoaeMoHCTPMUPOBanM ObLLLYO YacTOTy OoTBeTOB 0Kono 20 %
(95 %-1 OM 8-39) [100]. NMpuMeHeHne nopnaTHmMba y oeTen, okasbiBaloLero 4o303asu-
CUMbIM NPOTMBOONYXONeBbiM 3ddeKT, no3sonseT 4obutbca 30 % 06bEKTUBHbBIX OTBETOB
B MOHOpPEXUMe, 1 bonee 3HauUTeNbHY0 3POEKTUBHOCTb NPU KOMBUHaL MM NopnaTUHKMOa
C UMTOCTaTUYECKMMM NpenapaTamMm — 0o 63 % [101].

[pyrue reHetuyeckune abeppalmm, obHapy>xmBatoLmMecs Kak B Aebtote 3abonesa-
HUS, TaK M NPU NPOrpPecCuu, BKIOYAOT aHOMaNnKM B reHax, BOB/IEYEHHbIX B PErynsumio
OHKOIeHHOro curHanbHoro Nyt RAS-RAF-MEK 1 peMogenupoBaHme xpoMaTtuHa [24, 90].

B nononHeHue K M3BEeCTHbIM OHKOTreHHbIM ApanBepaM, BKIoYaloWMM aMniMduKaLmio
reHa MYCN v MyTauumn B reHe ALK, reHOMHble uccnegosaHus Hb npogeMoHcTpupoBanm
CTPYKTYPHbIe NepecTpomnKM B 5» HekoampytoLen obnacTu reHa KaTalaMTM4ecKomn cybb-
eauHuubl TenoMepasbl — TERT, BCcTpevaouwmecs npmuMepHo B 25 % HB BbICOKOro pucka
[102, 103], a Tak>Xe MHaAKTUBMPYIOLLME MyTaLUUM U OeNeLnn reHa peMoaenmpoBaHus
XxpoMaTuHa ATRX - B 10 % HebnaronpusaTHbix onyxonen [90].
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TenoMepasa npeacrasnsgeT coboun BonbLION PUBOHYKNEONPOTEMHOBbIN KOMIIEKC,
OTBETCTBEHHbIN 33 NPOrPECcCMUBHbIM CUHTE3 MOBTOPOB TenoMepHon JHK Ha 3» KOHUax
NIMHEMHbIX XPOMOCOM, TEeM CaMbIM Obpallas Bcnatb notepto OHK B KaXxgoM payHae
pennukaumu. Katanutudyeckas cybbeauHuLa TenoMepasbl kKognpyeTtca reHoM TERT, Kap-
TMPOBaHHbLIM B NToKyce 5p15.33. MHOYKUMSA SKCNPECCUU UK peakTuBauma (B pesynbraTe
nepecTpoeKk NPOMOTOPHOM obnacTu) reHa TERT 9BNSeTCA KPUTMYECKUM MPM3HAKOM
MHorux BuaoB 3HO [104] u cBa3aHa ¢ HebnaronpuaTHbIM NPOrHo3oM [105].

MNepecTponKkK, 3aTparmBaioLLmMe NPOMOTOPHbIM PernoH reHa TERT, NPUBOAST K €ro
NPOCTPAHCTBEHHOMY NEPEMELLEHMIO B FEHOME B 3» MONOXXEHUE OT aKTUBHOIO IHXaHCe-
pa, YTO CTUMYNUPYET SKCNPECCUIO AaHHOro reHa. AMnnundmkauma reHa MYCN npueo-
OUT K GYHKLMOHANBHOM MHAOYKLUMU IKCNPeccun reHa TERT, NO3TOMY AaHHble COBbITUSA
naToreHeTU4YeCKn MOEHTUYHbI U ABNSIOTCS B3aUMOUCK/IIOHAIOLWMMHK. M B TOM, U B OPYFOM
cnydvae B kKneTkax pUMKCUpyeTcs 3HauMTeNnbHoe yBenuyeHmne konnyectsa MPHK u 6enko-
BOro npopnykTta reHa TERT [102].

AnbTepaHTUBHbIM NYTb NoanepykaHus onuHbl TenoMep (ALT) npeagcTtaenseT cobou
HEe3aBMCHMbIN OT TeTIOMepasbl MEXaHU3M YBENMYEHUS OJIMHbI TETOMEP, NPU KOTOPOM
TenoMepHaa [HK pennuumpyetca nocpeacTBOM roOMOSIOrMYHOU PeKOMBUHALMM C UC-
nonb3oBaHueM [IHK B KayecTBe MaTpMLbl M ropa3fno bonee pacnpPoCTPaHeH B ONyXonax
Me3eHXMMaNbHOIro U HEUPO3MMUTENNANbHOrO NPoUcxoXaeHus [106]. MapkepoM akTUBaL MM
ALT aBnstoTCca coMaTnyeckme MyTaumm unu geneumnn reHa ATRX [107].

PeTpocneKkTuBHbIE UCCNe[oBaHMUS MOKa3anum, YTO NaLMEHTbl, OTHECEHHbIE B Py nmnbl
HabnoaeHMa UM NPOMEXYTOYHOIO PUCKA, C HannumMeM abeppaHTHOM TenoMepasHoM
aKTUBHOCTU, UMenu bonee BbICOKMIM PUCK pa3BMTUS peumuamea [17,103]. 419 nayueHmos
2pYnnsi 8bICOKO20 PUCKA BbI/10 OMMEYEHO, YTO OCTUXKEHUE KNETKOWU PeniMKaTUBHOIO
BeccMepTUd 3a cYeT NnogaepykaHns OIMHbI TeToMep HeJoCTaTOYHO Ana GoPMUPOBaHMA
arpeccuBHOro ¢peHoTUna onyxonu, COOTBETCTBYIOLLEro NOHATMIO HB «ynbTpaBbiCOKOro
pucKa». [laHHbIK peHOMEH [OCTMraeTCa CoMeTaHUeM runepakcnpeccmm reHa TERT nnum
ALT c MyTauMaMU B reHax, KOOMPYIOLLMX KOMMOHEHTbI CUrHasbHbIX MyTen RAS-RAF-MEK
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M P53, Npu 3TOM, Kaxkabii 13 GakTOPOB CBA3aH C HEBMAronpPMATHbIM UCXOAOM. Takxe
OBHapPY>KEHO, YTO MeXaHW3M NoaaepP>KaHUs ANMHbI TENOMEpP He M3MEHAeTCsa B TedyeHne
Bone3Hn 1 Npu passuTun peumaonsa [17].

MNpu 3ToM Npodunb HYKNEOTUOHbIX BapPMaHTOB NPU PasBUTUKM Nporpeccun HB
B 3HQYMTENIbHOM CTEMEHM OTNIMYATCH OT MYTaLIMOHHOIO NPodUna, BbigBIEHHOrO B febioTe
3aboneBaHmMa: ObIM 0OBHaAPY>KEHbI Kak NPUOBPETEHUSA HOBbIX FEHETUYECKUX BAPMAHTOB
(B 23 % cny4aeB), B TOM 4ucre, KIIMHUYECKN 3HAUYMMDbIX, Tak M yTpaTa B OMyXO/IEBOM
KNIOHe, IOMMHMPYIOLLLEM B peuuamee 3abonesaHus, CybknoHanbHbIX BApPMaHTOB, BbiSB-
ngeMbix B nepBmyHOM onyxonu (B 27 % cnydaes) [108]. daHHbIM dakT cBMaeTeNbCTBYET
O 3HaYUTENbHOM F’EHOMHOM HEeCTabUNbHOCTU M YKa3blBaeT Ha ONpaBaaHHOCTb MOBTOPHOM
Buoncum Nnpu pPasBUTUKU nporpeccumn Hb ona oueHKU akTyanbHOrO reHeTUYeCKOoro npo-
dunsa, B TOM umcne, ¢ uenbto nogbdbopa MoneKkynapHO-HanpaBneHHOM Tepanuu.

Ha ocHOBaHMM OCOBEHHOCTEN FreHETUYECKMX M3MEHEHMM, BbisiBNiSeMblx npu HB, 6bin
pa3paboTaH OMarHOCTUYECKMM anropmut™ (puc. 32), BKIIOYAIOLWMM LMTOreHeTMYecKkme
N MONEKYNAPHO-TeHeTMYEeCKkne MeTodbl NCCefoBaHMe, HaNpaB/ieHHble Ha BbiSBIEHME
XPOMOCOMHbIX abeppaumi U OHKOTEHHbIX HYKNeOTMAHbIX BaPMAHTOB, 3HAUYUMBbIX ANA:

1) oLUEeHKM NPOrHo3a 1 cTpaTudUKaLMM NaLMEHTOB HA FPYMMbl PUCKA;

2) onpeneneHusa MuLLeHen Ana MoNneKynapHO-HanpaBieHHOM Tepanuu;

3) BbiIBNIEHMA CMHAPOMOB NPefPacnonNoXXeHHOCTH K ONyXOneBbiM 3a601eBaHUAM.

Mpwu 3TOM, A58 onpeaeneHus MULLIeHen s MONeKynspPHO-HanpasieHHOM Tepanuu
MeTofaMu Bbibopa ABNAIOTCSH:

1) BbicOKONpPOM3BOAMTENbHOE cekBeHMpoBaHMe [HK (naHenu, BkaoYatowme Bce
3K30Hbl TUPO3MHKMHA3HOrO JoMeHa reHa ALK), HanpaBfeHHOe Ha BbiBIEHUE MyTaLUK
B reHe ALK v opyrmux 3HauMTenbHo bonee peakmx BapuaHTos (B reHax PDGFRB, BRAF),
onpenensaioLmnx NoTeHUManbHYO YyBCTBUTENbHOCTb K TApPreTHbIM npenapartaM. Kpome
TOro, MeTof, NO3BONSAET ONpenensaTb ApyrmMe OHKOreHHble BapMaHTbl (HanpuMep, B KOM-
noHeHTax nyten RAS/p53, B reHe ATRX) 3HauMMble OJ19 OLE@HKM NPOrHo3a 3abonesaHus;

2) MeTopbl FISH nnu MLPA - BbisBneHme aMmnnmdukaumm reHa ALK.
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FISH:
« gicCananc 1pw 11g LPA/CGH
Bee nauWenTel & HE = CTarye MYCN iy} M
HEWHTEDN DA THDYE PRIYNETATR
= ganeumA 1p36 E =

= fansumA 11g23

— MNa HEBbIC McKa TERT | ———
. LIMEHTES Ry OROND P rLonp-nlnmu IHCTPECCHM J 1. cTpaTWhMsELIA W OUSHKE
. ApOrHo3a
FISHMLPA:
» amnnnguramn ALK
MauMeHTsl FPYNNE BCOKORD PACKE
MauweHTs ¢ NporpeccuedipeumMaHeos HB -
\ NGS onyxoneson HK: L b 2. onpepenars Muwened Ann
: CIEHCYT RO HAN DA BHHOR
& WYTALMA reHa ALK Tepanduw

* WYTALMN B APYTHE MEHAX

r

- CEMEAHLIA AHAMHED |OTAMDWAHHER CHRKOAHAMHET)
= MyIETWDOKANBMARA (OpME IAG0NEEaMMA

C L |

MegMKO-rEHETHYECKOR KOHCY NBTHROBAHME -

F 8

[MpoBsTysitansHpA InuTamad)

x

[ ‘] 3. onpenBEneHse CHIOPOMOE
HGS woncTHTYUMOHANbHOR [HK J NpEAPACNONIMEHHICTH K

TYXONGEkEIM 3300 /168 HHAN

PucyHok 32. Anzopumm 2eHemuyeckol duazHocmuku HB, paspabomaHrHeil
u npumeHsemsil 8 HMUL| IFOM um. iIMumpus Pozavesa

MaTepuanoM ang MonekynapHo-reHeTM4eckux nccrneqosanmii cnyxxut OHK, sbige-
NEeHHasa 13 onyxoneBou TKaHu (B TOM Yncne, 3annTon B napadpurHoBbIM Bnok), Hanbonee
NPMUBNAUXKEHHOM NO BPEMEHU K MOMEHTY aHanm3a. [pu 3TOM cogep>kaHue BUTaNbHbIX
OMyXoNeBbIX KNeTOK B obpa3sLie AOMKHO npebiwaTtb 60 %. Mpu pa3BUTUKU peuuamBa Unu
nporpeccuun 3aboneeaHusa LenecoobpasHo Npu HanuMuuM NPOBOAMUTbL MCCNenoBaHMe
aKTya/lbHOro onyxoneBoro Matepuana.

Becb mnnocTpaTtMBHbIM MaTepuan npeacrasngaetr cobon cobCTBEHHbIE AaHHble
N KNUHMYecKmne HabnogeHma aBTopos nocobus.
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13.

14.

15.
16.
17.
18.

KOHTPOJ1bHbIE BOINPOCHbI

YKaXknute KOHCYNbTauus KakMx MeguuMHCKUIA CNeumanmMcToB NokasaHa naumeHTam
¢ Hb.

Kakue oHKoMapKkepbl XxapakTepbl gng HB?

OnuwunTe, Kak nposogmTcs oueHka KM npu HB.

HasoBuTe Kakne MeTofbl BU3yann3alMOHHOM OMarHOCTUKM MCNONb3ytoTca npu HB.
YKaxkuTte, abcontoTHble NokKa3aHMa K HasHavyeHuto MPT npu HB

YTo Takoe pakTopbl pUCKa No AaHHbIM Bu3yanusauuu (IDRF) npu HB?

YTO NPMHMMAIOT 3a CPEMHIO NTMHUIO Tena npu onmcanmm KT/MPT npu HB?

Kak paccumTbiBaeTcs obbeM onyxonu no pesynbratam KT/MPT npu HB?

Kakne MeTofbl Ss4epHON MeOULMHBI MPUMEHSAIOTCS B AMarHocTuke Hb?

Y70 Takoe CcuuHTUrpadums c 123 -MMBI?

Yto Takoe ODPIKT/KT?

[na yero ncnonb3yeTcs NONYKOIMYECTBEHHA CUCTEMA OLEHKMU MPU NpoBeaeHNH
CUMHTUrPaduu ¢ B1-MMUBI?

OnuwnTe, 4To Takoe CUMHTUIPadus KocTen ckeneta ¢ docdaTHbIMU KOMMIEKCAMM,
MeyeHHbIMK “mTc, U NoKasaHMsa g ee BbiNnofHeHMsa npu HB?

OnuwuTe otnmums MIT/KT ¢ ®F-OAT oT cumHTurpadus 23-MUBT npu HB 1 noka-
3aHUg onsa ee BbiNonHeHus npuv HB.

YKa)XnMte OCHOBHblE MTMCTONATONOrMYecKMe TUMbl HEMPOTEHHbIX OMYXOJEN.
OnnwunTe XxapakTepUCTUKY OCHOBHbIX MTMCTONOMrMYeCcKmnx nogrmnos npu HB.

YTto Takoe MKIN?

YKaXXnTe OCHOBHblE MMMYHOIMCTOXMMUYECKNE MapKkepsbl npu HB?
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19.

20.
21.
22.
23.
24,
25.

C KakmMMu 3aboneBaHMaIMU NPOBOAUTCA NaTtonorudeckmn auddepeHumanbHbIU
guarHos npuv HB?

OnuwunTe OCHOBHbIE MONEKYNSPHO-TEHETUYECKNE U3MeHeHUs npu Hb.

YT0 Takoe aMnnmdurkaumnsa reHa MYCN 1 ee NporHocTMYeckoe 3HayeHme?
OnuwmnTe ponb reHa ALK npwu HB.

Yto Takoe TERT v ero ponb npu HB?

OnuLINTE OCHOBHbIE METObl MONEKYNAPHOM AMarHOCTMKKU Npu HB.
MpoaHanu3npymuTe anropuT™M reHeTM4eckom anarHocTmku npu Hb.
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6. YacToTa BCTpevyaeMoCTH ceMeMHblx cnyyaes Hb:
a) 0,5% B) 12%
6) 2% r) 22%

TECTOBbIE BOINPOCHI

7. YKaXkuTe reHbl OTBETCTBEHHbIE 3a pa3BUTUE ceMenHbIX cnydaes Hb:

1. Kakoe 13 yTBepykaeHun BepHo? HenpobnactoMa — 3TO OnNyxosb a) MYCN n CHD5 B) NF1 u NF2
a) CUMNaTUYECKUN HEPBHOM B) MapacuMNaTM4ecKom HepPBHOM 6) ALK u PHOX2B r) TP53 u MDM2
CUCTEMBI CUCTEMB
6) Mo3>KeuKka ) NOYKM 8. BbibepuTte npasunbHoe yTBEPXKAEHME (HECKONBbKO MPaBMIbHbIX
BapMaHTOB OTBETA):
2. Ha ponto HB B cTpykType 3abonesaeMoctn geten 3HO npuxogmTcs: a) HB MoXkeT BbITb aCCOLMUPOBAaHa C BPOXKAEHHbIMU NOPOKaMM cepaLua
a)5% B) 10% 6) HB MoXkeT 6bITb aCCOLMUPOBAHa C BPOXAEHHbIMM Nopokamu LIHC
6) 8% r)15% B) HB MoykeT coyeTaTbca ¢ 6onesHblo MMpLInpyHra

r) Hb yalle BcTpevaeTcsa npu cuHapoMe [ayHa
3. [uk 3aboneBaeMocTn HB npuxoauTcsa Ha geTeun:

a) NepBbIX ABYX NeT XXM3HMU r) NogpPOCTKOBOroO Bo3pacTa 9. VYKaXkuTe reHeTU4eckuin cuHapoM, HE npengpacnonaratowmm K passutmio Hb:
B) B BO3pacTe 2-5 net r) B Bo3pacte 5-10 net a) HeMpodumbpomatos | Tuna B) cMHApoM KocTenno
6) cuHppoM [ayHa r) cuHapoMm CoToca
4. YKaxkute napaMeTpbl xapakTepHble A58 npeHaTanbHO BbisBaeHHOM Hb:
a) Yallle oTMeYaeTcs pacnpocTpaHeHMe OnyxXosm B MO3BOHOYHbIM KaHan 10. YKa)kuTe Hanbonee 4acTyto aHaTOMUYECKYHO NTOKaNU3aLmio
6) yallle nepBMYHAg OMyXoJb NOKaNM3yeTcs B 061acT HaAno4Ye4YHMKOB nepBUYHOMU onyxonu npu HB:
B) arpeCcCcUBHOE TeYeHne 1 HebnaronpPmAaTHbIM NPOrHO3 a) HaanoO4YeYHUKH r) 3afiHee cpefocTeHune
r) NPenMYyLLEeCTBEHHO NIOKanM3aLmMa MeTacTa3oB B KOCTSAX CKeneTa 6) obnacTb Lieu

B) ManbiM Ta3
5. OCHOBHOM MeTo[, aHTeHaTallbHOM OMarHOCTUKM M OMHAaMUYECKOro HabnogeHus

npu BbiBNEeHUM 0bpa3oBaHMa y Nnoga: 11. MeTacTtaTmnyeckas ¢opmMa Hb 6e3 nepBMUYHOro o4ara BCTpevaeTcs B:
a) KT B) M3T/KT a) 10 % Bcex cny4vaes B) 15 % BCex cny4vaeB
6) cuMHTUrpadus ¢ -I-MMBI r) Y3u 6) 1% BCex cny4vaes r) 21% Bcex cny4vaes
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12. Yka)kuTe Hanbonee 4acTyto 30Hy MeTacTasnpoBaHus npu HB y geten
B BO3pacTe cTaplie 12 Mec. (HECKONbKO NpaBuUibHbIX BaPMaHTOB OTBETA):
a) UHC B) KM
6) KOCTU ckeneTa r) nerkme

13. YKa)kuTe KNMHMYEeCKMe NPOoaBIeHUs XapaKTepHbl 4518 MeTacTaTU4eCcKoro
nopaxkeHms KocTen ckeneTa (HeCKonbko NPaBUIbHbIX BAPMAHTOB OTBETA):
a) boneson CMHOPOM B) MaTOMOrMYECKMI Nepenom
6) nuxopankKa r) KpOBOTEYEHME

14. Bbibepute MHC xapakTepHble gns HB (Heckonbko NpaBubHbIX BApPMaHTOB
oTBeTa):

a) aHeMus B) OMC

6) nepMaToOMMO3UT r) CA

15. YacToTta BbigeneHus Hb npn OMC:
a) 10-50 % B) 50-80 %
6) 15-25% r) 75-95%

16. YKaxkuTe BO3pacTHOM NuK 3abonesaeMocTtu npu OMC:
a) po 1ropa B) 5-10 net
6) 1-3 roga r) ctapwe 14 net

17. B natoreHe3ze OMC OCHOBHYIO pOJib UrpatoT:
a) BocnanuTesnbHble peakuum
6) ayTOMMMYHHbIX NpoLuecc
B) ereHepaTUBHbIE UBMEHEHMS
r) TPaBMaTMYeCKkUe M3MEHEHUS
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18. YKa)kuTe Hanbonee xapakTepHyr aHaTOMUYECKYIO NTOKanM3aLmio NepBUYHOM
onyxonu npn H6 n OMC:

a) obnacTb Lwewn B) obnacTb HaANO4Ye4YHMKOB

6) napaBepTebpanbHag nokanMsaums r) UHC

19. Onsa naumeHToB ¢ HE 1 OMC noka3atenu obLien BbI>KMBaeMOCTH

OOCTUratoT:
a)10% B) 70%
6) 50 % r) 90 %

20. YKa)kute OCHOBHOW naToreHeTu4Yeckmi MexaHmnsm npu C/:
a) BocnanuTenbHble peakumm B) AereHepaTMBHbIE€ U3BMEHEHMS

6) ayTOMMMYHHbIM NpoLecc r) npoaykuus BUIM

21. Kakue Buabl C/1 6biBatoT npu HB?
a) paHHAS U OTCPOYEHHas B) BblCOKas M HM3Kas
6) nepBUYHAA U BTOPUYHASA r) TOHKO- U TONICTOKMLLEYHas

22. YKa)kuTe 4acToTy BCTPEYaeMOoCTHU aNnaypanbHon koMnpeccuu npu Hb:
a)1-5% B) 10-15%
6) 5-10 % r) 15-50 %

23. BbibepuTe KNMHMYECKME NPOSBNEHUS HE XapakTepHble 419 3NuaypPanbHOM
KoMmnpeccum npu Hb:

a) 6oneron CUHAPOM

6) HapyLweHne GyHKLMM Ta30BbIX OPraHOB

B) CHMXKEHMe cryxa

) HapyLUEHUA OBUKEHUS B KOHEYHOCTAX
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24. KoHcynbTaumsa Kakoro cneuuanmcta nokasaHa naumeHTaM ¢ bmnatepanbHbiM
nopa)xeHneM HagnovYeyHnkoB npu Hb:

a) OTOPMHONAPUHIONIOr B) Hedponor

6) 3HOOKPUHONOr r) racTpo3HTEeponor

25. KoHcynbTauma Bpada-reHetTmMka nokasaHa naumeHtam ¢ Hb n HanuuyueM (Heckonbko
NpaBU/bHbIX BAPMaAHTOB OTBETA):

a) NOPOKOB Pa3BUTUSA B) OMC

6) 6unaTepanbHbiX Onyxonemu r) anMaypanbHOW KOMMIpeccum

26. YKaXkute oHKoMapKepbl cneumduyHble o Hb (HeCKonbKo npaBuibHbIX
BapMaHTOB OTBETA):

a) HCE

6) anbda-deTonpoTemnH

B) BeTa-XOPUOHMYECKUN FTOHAOOTPOMUH YenoBeka

r) deppUTHH

27. OnnwuTe CTaHJapT BbiNOAHEHUS oueHkn KM ona naumeHtoB ¢ HB B Bo3pacTte
cTapue 12 Mec:
a) nyHKuusa KM 13 2 Toyek u TpenaHobumoncma noas3aoLlHbiX KOCTEN U3 2 Touek
6) nyHkuMa KM 13 4 Touek
B) TPEenaHObMoNCcuKs NoAB3AOLLHbIX KOCTEN U3 2 TOYeK
M) NyHKumMa KM u3 4 Toyek n TpenaHobuoncus noas3aoLLHbIX KOCTEN U3 4 Todek

28. B KakoW BO3paCcTHOM rpynne BakHa OLLeHKa NPOLLEHTHOIo coAep>XKaHns
OnNyXoneBbIX KNETOK MO OTHOLLEHMUIO K 94pocofep kalumM knetkam B KM npu HB:
a) ety 0o 1roga >KM3Hu B) Aetn 1-5 net
6) netv oo 5 net ) NOAPOCTKM
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29. [1ns oueHKMU pacnpoCTpaHEeHHOCTHM OMyXONeBoro npouecca B aebiote
3aboneBaHua npu H6 Noka3aHO BbIMNOJIHEHME:

a) KT opraHoB rpyaHoM u 6ptolHOM nonoctu ¢ KY

6) KT opraHos rpygHou knetku ¢ KY

B) KT opraHos 6ptoLiHOM nonoctu ¢ KY

) peHTreHorpadun opraHoB rpygHoOM KneTkm

30. MNMokasaHusaMu gna soinonHeHusa MPT npu HBE aBnqatoTcs cnepyowme CoCcToaHUSA
(HeckoNbKO NpPaBUbHLIX BAPMAHTOB OTBETA):

a) pacnono)eHune onyxonu B obnacTn Hagno4Ye4yHMKoB

6) pacnpocTpaHeHMe OnyXo/nm B MO3BOHOYHbIM KaHan

B) HaIM4YMe MeTacCTa3oB B NeYeHMU

r) 6onblune pasMepbl NEPBUYHOM OMYyXONU

31. YKaxxuTe Kakue MeTofbl SAEPHOM MeaULMHbI UCTIONb3YIOTCS B HACTOSILLEE BPeMs
y geTeit npu amarHoctrke Hb (HeCKONbKO NPaBUIbHbBIX BapUaHTOB OTBETA):

a) cumHTUrpadus ¢ SI-MMBI

6) N3T ¢ *F-Oar

B) CLMHTUIPadUs KOCTEN CKeNneTa C TEXHeLMeM

r) cumHTMrpadus ¢ 23-MMBI

32. lNonykonuyecTBeHHaa cucTeMa oueHkn oTeeTa npu HB npu npoBegeHumn
cumHTMrpadua c 123I—MI;IISFy naymeHtos ¢ Hb ucnonbayetca gns:
a) OLEHKM pacnpOCTPaHEHHOCTU OMyXONEBOro NpoLecca
M OTBETA Ha Tepanuio
6) ons onpeneneHns nokasaHum K JIT
B) 019 NNIaHUPOBAHMS XMPYPIrMYECKOro NIeYeHUs
r) ANng onpeaeneHus nokasaHum K XmMuoTepanuu
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33.

34.

35.

36.

YKaXkute ructonormdeckue nogrunel Hb cornacHo pekoMeHgaumsam INPC:

a) HeMpobnacToMa; raHrnMoHerpobnacToMa HoaynsapHas;
raHrMMOHeNpPobacToOMa, CMELLAHHbIM TUM; FaHMTMOHEBPOMa

6) HeMpobnacToMa; raHrMMoHenpobnacToMa HoaynapHas;
raHrMMoHenpobnacToMa, CMeLLaHHbIM TUN

B) HeMpobnacToMa; raHrMMoHenpPobnacToMa; raHIMMOHEBPOMA

r) HeMpobnacToMa; raHrmMmMoHenpobnacToMa HogynapHas;
raHrMMoHenpobnacToMa, CMeLlaHHbIM TUM; LWBaHHOMA

MHOEeKC MUTO3-KapUOpPEeKCUC — 3TO:

a) pacyeTHbIM NokasaTe/lb, KOTOPbIM ABNAETCA OTHOLUEHWEM KONMYECTBa
onyxoneBbix KNeTok B pase MUTO3a UM kapuopekcuca kK 5000 kneTok
OnNyXosnu

6) pacyeTHbIM NoKa3aTeNb, KOTOPbIM ABMSETCA OTHOLLEHWEM KOIMYeCTBa
onyxonesbix KNeTtok B pase MMTo3a kK 500 KNeTok CTPOMbI

B) pacUYeTHbIM Noka3aTefNb, KOTOPbIM ABNAETCS OTHOLLIEHMEM KONNYeCcTBa
OnyxoneBbix KNeToK B ¢pase MUTO3a UM Kapuopekcuca K 500 KneTok onyxonu.

) KONMYECTBO OMNyXoneBbix Knetok B KM

YKaXkute MMMYHOTMCTOXMMUYECKUIA MapKep, XapaKTepHbii ansa Hb:
a) Vimentin B) CD34
6) SMA r) Chromogranin A

YKaXkute OCHOBHOW MPOTrHOCTUYECKMIM FreHeTUYeCKui Mapkep npu HB:
a) amnnudukauma reHa MYCN

6) peneuna CHD5

B) NepecTpounku reHa EWSRI

r) nepecTtpounkm reHa FOXOT
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37. Mop, amnnudukaumen reHa MYCN npu nposeneHum FISH noHUMatoT:

a) yBenuyeHue yncna konmm reHa MYCN OTHOCUTENbHO YMCa XPOMOCOM
2 Bbonee 4yeM B 4 pa3sa

6) yBenuuexme yncna konmm reHa MYCN OTHOCUTENbHO YMC/Ia XPOMOCOM
2 B 1,5-4 pa3a

B) paBHOE Konu4yecTso konuit MYCN 1 XpOMOCOM 2

) yBenuyeHue ymcna konum reHa MYCN OTHOCHMTENbHO YMCia XPOMOCOM
2 bonee 4yeM B 8 pas

38. YKa)kuTe 4acToTy BbiiBIeHMS MyTaLumn reHa ALK npu ceMenHbix popmax HB:
a) 7% B) 70%
6)10% r) 100 %

39. YKa)kute MoNeKynsipHoO-reHeTuYeckne MetToabl HeobxoauMble AN BbISBNEHUS
aMnnuoukaumm reHa ALK npu HB (HeckonbKo npaBubHbIX BAPMaHTOB OTBETA):

a) Mmetop, FISH B) MeTon, MLPA

6) metop MNLUP r) Mmetog NGS

40. YKaXkute MoNneKkynsapHoO-reHeTMYeckue MeToabl A5 BbiaBneHus aeneumm 1p
(HecKonbKo NpaBUIIbHbIX BAPUAHTOB OTBETA):

a) metop, FISH B) MeTon MLPA

6) MmeTtop, MLUP r) Mmeton NGS
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STAJIOHHbLIE OTBETDI

1-a 9-6 17 -6 25-2a,6 33-a
2-6 10-a 18-8B 26-a,r 34-a
3-a 1M1-6 19-r1 27 - a 35-r
L-6 12-6,8B 20-r 28 -a 36-a
5-r 13-a,B 21-6 29 - a 37-a
6-6 14-8,T 22 -6 30-6,B 38-B
7-6 15-8B 23-8B 31-6,8B, T 39-a,B
8-a,B 16 -6 24 -6 32-2a,6 4LO-a,B
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CUTYAUMNOHHDbIE 3A0AYU

3apava Ne 1

MauneHT 8 Mec. XKanobbl Ha yBennyeH1e XX1MBOTa B pa3Mepax, NoBblLLIEHHYH NOT-
NIMBOCTb.

AHaMHe3 3aboneBaHua: boneH okono Hegenu. Mpu KynaHWW poaouTenm 3aMeTUnm
y pebeHKa yBenmMyeHne >KMBoTa B pa3Mepax, CBA3blBaNU BbISIBIEHHbIE U3MEHEHUS C Ha-
PYLLIEHMAMU B MUTaAHUU. B TeyeHne MecsLa OTMeYanoch ycuneHme noTanBoCTH.

JaHHble dn3nkanbHoro obcnenosanus: CoctosHMe pebeHka Taxenoe no OCHOBHOMY
3abonesanuio. TeMnepatypa Tena 37,2°C. KoxHble NOKpOoBbl 6/1efHOro LseTa, HOpPManbHOM
BIaXKHOCTH, YmcTble. Cnm3ncTblie 060104Ku brieqHO-pO30Bble YUCTbIE, BiaXkHble. CycTaBbl
He nedpUrypupoBaHbl, akTUBHbIE M NMACCUBHbIE ABMXKEHMSA B NONHOM obbeMe. ObnacTb
ceppua BM3yanbHO He U3MeHeHa. Mpu aycKynbTalumm TOHbl ACHbIE, PUTM MPaBMIbHbIN,
NaTONOrMYeCKMX KapamnanbHbIX LYMOB B MPOEKLUMM cepaLa U MarucTpasbHbIX COCYA0B
He BbiBNEHO. [lbIxaHne Yepe3 Hoc cBOBoaHOe. [lbiXxaHue Ny3pubHOE, NaTONOrMYeCKnx
[bIXaTeNbHbIX LLYMOB HEe BbiSB/IEHO. XKMBOT yBENMYEH B pa3Mepax, HefoCTyMNeH rinyboKou
nanbnaumnm n3-3a becnokomnctea peberka. MNMedyeHb yBenunyeHa, +5 cM us-noa pebepHom
nyru. CeneséHka He nanbnmpyetca. O6nacTb NoYek U MOYEBOro ny3bips 6e3 ocobeH-
HocTen. MoueuncnyckaHne cBobogHoOe, MOYa CONOMEHHO-XXenToro ueerta. O4yarosom
M MEHWHreanbHOM CUMNTOMATUKMU He BbisiBNeHo. CTyn 6e3 naToNorMyeckmx BKIOYEHMN.

[aHHble NnabopaToPHbIX UCCNEAoBaHMM:

1) B remorpamme: remornobut - 100 r/n, nevkouutbl 610°/n (n/a - 7,5 %, nuMdo-

LUMUTbI — 65 %, MOHOUUTBI — 26,5 %, 203nHODUNbI — 1%), TPOMBOUMTLI — 18010° /7,
CO3 50 MM/u.
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2) O6wmn aHanu3 Moun — 6e3 NaTonormm.

3) YnbTpa3ByKOBOE UCCefoBaHME: B 3abPIOLLIMHHOM MPOCTPaAHCTBE CMpaBa, B Npo-
€KMW HagnoYeYHMKa, OTTECHSS NPaBYHO NOYKY BHM3 U NaTepanbHO, BbISBNSETCS
reTeporeHHoe obpasoBaHmMe, pa3MepamMu 102x88x65 MM.

Bonpocbli:

1. KakoM npennonoXuTenbHbli AMArHO3, YYUTbiBas PaHHUM BO3PACT U KIIMHMYe-
CKYIO CUMNTOMATUKY?

2. Kakue gononHuTenbHblie MeToabl UCCNeaoBaHMa HeOb6XoaMMO BbIMONTHUTL B AaH-
HOM CUTyaLUn?

3. lNoka3aTenu KakMx OHKOMapKepoB HEOBXOANMO OLEHUTb B JaHHOM cryvae?

4, KakoM MeToj 90epHOM MeAMUMHbl 9BNgeTca npeanoyYTMTeNbHbIM B JAaHHOM
KIIMHUYECKOWU CUTyaumm?

3apgavya Ne 2

MaumMeHT ManbuunkK 2-X NeT rocnmTanu3npoBaH B XMpypruyeckoe otaeneHume. Ka-
nobbl: Ha NoBbILLIEHWE TeMnepaTypbl Tena oo 38,5°C, 6onu B XXMBOTe, 3a4ePXKKYy CTyna
[0 TPEX AHEM, CHMXKEHMUe anneTuta, cnabocTb.

AHaMHe3 3aboneBaHusa: B TeyeHMe Mecaua y pebeHka nepuogmMyeckm oTMeda-
NUCb Xanobbl Ha 6O B XXMBOTE, KOTOPbIE MPOXOAMIM CaMOCToATeNbHO. Mo noeoay
abgoMuHanbHOro 6oneBoro cMHapoMa pebeHok Habngancs XMpPypProM 1 negmaTpom,
npoBoannach cMMnToMaTuyeckas Tepanus (GepMeHTHble npenapaTbl, CNasMONUTHUKM)
6e3 adpdexTa. B xome obcnenoBaHua npm nposeaeHnn Y3M opraHoB 6pioLLIHOM NOMOCTH
BbiiBNEHO 0bpa3oBaHMe B 3a6PIOLLMHHOM NPOCTPAHCTBE.

[aHHble PusmkanbHoro obcnemosaHma: CocToaHue pebeHka Ta)kenoe 3a cyer
601eBOro M MHTOKCMKALMOHHOIo cuHapoMa. TeMnepatypa 37,7°C. KoXHble NOKPOBbI
W BUOMMbIE CNIU3UCTble 060N0UYKM PUBMONOTNYECKOM OKpPaCKkM, YnCTble. OTEKOB HET.
[bixaHWe Yyepes Hoc cBoboaHOe, oTaensaeMoro HeT. MNMpu ayckynbTaumu AblxaHue Be3u-
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KynsipHO€, paBHOMEPHO NPOBOOMTCS BO BCE OTAENbI, XPUMbl HE BbiCNyLIMBAOTCS. JKMBOT
yBe/NMYeH B pa3Mepax, npu nanbnaumm 6onesHeHHbIM B NeBbix oTaenax »xusota. CTyna
He 6bino 3 aHSA. MovyeuncnyckaHue ceoboaHoe, 6e3bonesHeHHoe.

[aHHble NnabopaTopPHbIX UCCNEaoBaHMMI:

1) B reMorpamme: remornobuH - 115 r/n, nenkoumtbl 910°/n (n/a - 20 %, numoo-
LUMUTbl — 58 %, MoHOUUTBI — 20 %, 303UHOPUIBI — 2 %), TPOMBOLMTLI — 18010°/7,
CO3 30 MM/u.

2) O6LWMM aHan13 Moun — 6e3 NaToNormm.

3) YnbTpa3ByKOBOE UCCNeqoBaHUe — B 3aBPIOLLIMHHOM NPOCTPaHCTBE ceBa (B Npo-
eKLUMU NeBOro HaanovyeyHmka) onpenenserca osanbHoM GopMbl obbeMHoe
obpasoBaHue pa3MepaMn 38x24x33 MM, HEOAHOPOAHOM CTPYKTYpPbl, cnabo
BACKyNSPM30BaHHOE, C YETKMMM KOHTYPaMU, C €AUHUYHBIMU TMNEPIXOrEHHbIMM
BK/TIOYEHUAMU U MENTKMMMU aHIXOTE€HHbIMU €0UHUYHBIMU MONOCTAMM.

4) Mokasartens 1A - 700 En/n.

Bonpochbi:

1. Kakue oononHuTenbHble MeTombl BU3yanu3aluMOHHOM AMarHOCTUKM HEOBXoaAMMO
BbIMOMHWUTbL B AHHOM CUTyaUUn?

2. lNoka3aTenun Kakux OHKOMapKepoB HEOBXOAMMO OLEHUTb B JaHHOM cryvae?
Kakune MeTofbl pagvMon3oTONHOM ANMAarHOCTUKM HEOBXOAMMO BbINMOMHUTL?
KakmMM obpa3oM HeobxoamMMo oLeHUTb cTaTtyc KM y maHHOro nauueHTa?

3apgaya Ne 3

MaumMeHT 9 AHEM XM3HU roCnMTaNn3nPOBaH B NeamaTpmMyeckoe oTaefieHue C Ha-
NIMYMEM HEBPONMOTMYECKOM CUMMMNTOMATUKU B BUOE HUXKHEWU napaniermm u ocTpou 3a-
AEeP>KKOM MouM. XXanobbl: Ha nepmoamnyeckoe 6eCnokoncTBO, OTCYTCTBME ABUraTENIbHOM
aKTMBHOCTM B HMXKHUX KOHEYHOCTSIX, OTCYTCTBUE MOYEUCTYyCKaHMS B TedeHne 20 4acos.
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AHaMHe3 3ab0oneBaHUs: CO C/IOB MaMbl B TeYEHWE NOCNEeaHMX OHEN OTMeYanoch
CHUXKEHME OBMXKEHUS B HUXKHUX KOHEYHOCTaX. MNpu oCcMOoTpe BbiBNeHO obpa3oBaHue
MSAMKUX TKAHEM CMUHbI.

[aHHble dpM3MKanbHOro obcneaoBaHMs: COCTOSIHME TAXKENoe No OCHOBHOMY 3a60-
NeBaHMIO 33 CYET HEBPOJIOMMYECKOM CUMMTOMATMKM M OCTPOM 3a4eP>XKKM MOUU. KOXKHbIe
NMOKPOBbI 6/1eAHO-PO30BbIe, YMEPEHHOM BNAXXHOCTU, YnCTble. CTEHKM POTOINOTKU HE TU-
nepemmpoBaHbl. CpbirnBaHui HeT. COH He HapyLueH. CepaeyHo-NeroyHas AeatenbHoCTb
yOoOBNeTBOpUTENbHaA. XXMBOT HELOCTYNEH NanbnaLmm M3-3a BbipaXKeHHOro 6ecnokomncTaa
pebeHka. He MounTtca. CTyn 4acTbii, KallmMLeobpa3sHbik, 6e3 NaTonorMyeckmx npuMecen.
HeBponornyeckmi cTaTyC: HUXKHSAA napannerus.

Status localis: B 061acTi cnmMHbl OTMeYaeTcs HeKoTopas aCMMMETPUS 33 CYET Ha-
NMYMa nanbnMpyeMoro obpasoBaHUsa B NPaBOW NOACHUMYHOM obnactu. Obpa3oBaHue
NNOTHOE MpPM nanbnaumm, He cMellaeMoe, 6e3bonesHeHHoe, KOXKHble MOKPOBbI Hapg,
obpa3oBaHUEM HE U3MEHEHDbI.

[aHHble NabopaTOPHO-MHCTPYMEHTANbHbIX MCCENOBaHUM:

1) VYnbTpa3ByKoOBOE UCCNeaoBaHME OPraHOB 6PIOLHOMN NOMOCTU U MATKMX TKaHEM

CMUHbI — BbISIBNIEHO 3a6PIOLLIMHHOE OBpa3oBaHMe C PacNpPOCTPaHEHNEM B MArkue
TKaHM CMUHbI.

2) Mokasatenu NAI - 500 Ea/n, HCE - 50 Hr/mn.

3) KoMnbloTepHasa ToMorpadus opraHoB BpIOLLHOM MONOCTM M Manoro Tasa — 3abpto-
LLUMHHO NapaBepTebpanbHO Ha ypoBHe Th12-L4 No3BOHKOB CripaBa onpenenseTcs
AonoNHMTENbHOE 06beMHOe 0bpa3oBaHME HEOQHOPOAHOM CTPYKTYPbl 3a cyeT
rMnepaeHCMBHbIX y4acTKOB (KanbLUMHATOB), pa3MepamMu 27x45x52 (obbeM 33 cMd).
O6pa3oBaHMe PacnpPOCTPaAHAETCA B NO3BOHOYHbIM KaHas Ha ypoBHe Th12-L3 no-
3BOHKOB, NMepeKpbIBaeT KaHasn Ha 1/2, NpoTSXXEHHOCTb MHTPaKaHaIbHOrO KOMIO-
HeHTa cocTasnseT 39 MM. OTMeYeHa MHOUNbTPALUSA MOSCHUYHOM MbILLLLbI.

BbinonHeHa 6uoncus obpasoBaHmna MArKMX TKAHEW CMUHbI. TMCTONOrnyeckoe 3a-
KntoveHmne - HuskoguddepeHuMpoBaHHas HeMpobnacTtoMa ¢ HU3KMM MK,
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Bonpocbi:

1. Hyxpaetcs nu pebeHok B nposefeHue nyHkuun KM?

2. Kakue MeTompbl pagmMomn3oTONHOM AMarHOCTMKM HEOBXOAUMO BbIMOMHUTL?

3. Kakue MonekynsapHo-reHeTU4Yecknue Mapkepbl HeobxoaMMo onpenenuTb Ons
NocTaHOBKM gMarHo3a? Kakme metogbl 6yaoyT MCNONb30BaHbI?

4. Kakue crneumanucTbl [OMKHbI Habntogath pebeHka BMecTe C AeTCKMM OHKONOroM?

3apgaya Ne 4

MauneHT Ha 7 CYTKM XXM3HM FOCMUTaANU3UPOBAH B OHKOMOMMYECKMIM CTaumoHap
C KIIMHMKOM ObIXaTeNbHOM HEAOCTAaTOYHOCTH, YBENMYEHMEM B pasMepax >XMBOTa U U3Me-
HEHMAMM, BbISIBAIEHHbIMM MO AaHHbIM Y3M opraHoB GpIoLLIHOM NONOCTH B BMae 0bpaso-
BaHMM B 061acTu novyek,/Hagno4eyHmkos, renatoMeranm u audey3sHbIMU U3MEHEHUAMMU
MapeHXMMbl NeYeHMU.

YKanobsbl: Ha 32 Hepd,. rectaumm Mo AaHHbIM nNnaHoBoro Y3W y nnoga BbiBEHO
OOQHOCTOPOHHEee obpa3soBaHmMe HaanoveyHnka,/nouku. Ha 35 Hen,. npu noBTopHOM Y3U
OTMEYEeHO ABYCTOPOHHEE NopaXkeHne HagnodYeyHnkos,/novek. Mpu poxxaeHMM OTMEYEHO
yBeNMYeHne XXMBOTa B Pa3Mepax 3a CYET Bblpa)keHHOW renatoMeranuu. B cBasu ¢ Bbl-
Pa>XeHHbIMM PECMUPATOPHbIMM HapYLLEHUAMM, Ha GOHE YBENMUYEHUS XKMBOTA B ObbeMe
(renaTtoMeranus), HEBPONOrMYecKkon cuMntToMaTukom (yrueternme LIHC), MeTabonuyecku-
MW HaPYLUEHUAMU, HASIMYMEM MHTOKCUKALIMM, PEOEHOK HaXOAMCs B OTAENEHUN UHTEH-
CUBHOM Tepanuu. Mo gaHHbIM Y3 6poLlHOM NONOCTM M 3aDPIOLLMHHOMO NPOCTPAHCTBA
BbISIBNIEHbI MPU3HAKM HANIMUYUSA CONMAHOrO O6beMHOro obpa3oBaHMs B NPOeKLMU TEBOro
Hagno4YeYHmnKa, CTPYKTYPHbIX M3MEHEHMI NPABOro HAAMOYEYHMKA, IEBOM [OMU NEYEHM,
BeposaTHee, 0bycnoBneHbl BTOPUYHbIMU U3MEHEHUSAMMU.

[aHHble PU3MKanbHOro obcnefoBaHUS: COCTOSIHUE MPM NOCTYMNEHUN TIXKeNnoe
Mo OCHOBHOMY 3ab0MeBaHuMIO, 33 CYET OblXaTeNlbHOM HeQOCTaTOYHOCTH, OBYCNIOBIEHHOM
Bblpa)keHHOM renatoMeranuein. CaMouvyBCTBME: CTPAfaET 3a CYET AbIXaTe/lbHOM Hefo-
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CTaTOYHOCTH, TpebyloLlen NOCTOAHHOM AO0TaLMKU KMCNopoaa Ha CKOPOCTU 2 N/MUH.
PebeHoK BO BpeMa ocMoTpa nnavet. Koxa uktepmyHasn, HGEKLMOHHOMN U annepruye-
CKOM CbIMK HeT. Ha Koxke nepeaHen CTeHKU BPIOLLHOM NONOCTU paclUMPeHHas BEHO3Has
ceTb. KOCTHO-MbILLIEYHAa cucTeMa: BUAUMOM aedopMaummn ckeneta HeT. [ObixaTenbHas
cUcTeMa: HOCOBOE fbixaHWe CBOOOAHOE, ayCKy/NbTaTUBHO B HMXKHUX OTOENax Nnerkmx
ocnabneHo. CepgedHo-cocyamcTas cMcteMa: obnacTb cepgla BU3yanbHO He M3MeHEeHa.
ToHbl cepaua acHble, puTMUYHbIe. YCC 140 B MUH. XXMBOT yBeNn4YeH B obbeMe 3a cyeT
renatoMeranmu, Hanpsi>keH, Npu nanbnaumnm Bo BCex oTaenax 6esbonesHeHHbIn. MNepu-
CTanbTMKa coxpaHeHa. [leyeHb nanbnNMpyeTcs Ha y Manoro Tasa, NJOTHO-3MaCTUYHaY,
Be3bonesHeHHas. CeneseHka BbICTynaeT U3-Nnof Kpas npaBok pebepHOMU Ayrm Ha 2 CM,
KpaW NNOTHO-3M1aCTUYHbIN, be3bonesHeHHbIn. CTyn KalunLeobpasHbii, 6e3 natonoruye-
CKMX NpuMecen. [Inypes He yuuTbiBancs.

[aHHble NabopaTopHbIX MCCNeaoBaHUM:

1) MeTtabonutbl KaTexonaMmHoB Moun: MBK - 100 HaHOMONb/MUKPOMOSb Kpea-
TUHUHa (HopMa 0o 25), BMK - 150 HaHOMOsb/MUKPOMOJb KpeaTuHUHa (HopMa
0o 18).

2) Mokasatenu JIAr - 750 Ea/n, HCE - 70 Hr/Mn.

3) KoMnbloTepHaa ToMorpadums opraHoB GPIOLWHOM MOMOCTU — B NPOEKLUM
NpPaBoOro Haano4Ye4YyHMKa onpepensaeTcs KUCTO3HO-ConmMaHoe obpasoBaHue,
aKTMBHO HaKannuBalolee KOHTPACTHbIM NpenapaT COMUAHBIM KOMMNOHEHTOM,
pa3MepoM 29x45x44 MM, 0b6beM 30,4 cM3. B KOHTpnaTepanbHOM HaANoOYeYHMNKe
BM3yanun3npyeTca MacCMBHOE KMCTO3HOE obpa3oBaHue, KanbLUUMHUPOBaHHOE
no nepudepumn, pasMepoM L4xL7xx49 MM, obbeM 51,6 cM®. [PU3HAKOB HAKO-
NNeHUsa KOHTPACTHOrO npenapaTa He BbisBNeHO. MNeyeHb yBennyeHa (Beptu-
KanbHbIKM pa3Mep — 133 MM), pacnonoxeHa obbl4HO, UMEEeT POBHbIE, YeTKMe
KOHTYpbl. CTPyKTypa e€ HeofHopoaHasa 3a cyeT Anddy3HbIX TMNOAEHCHUBHbIX
Yy4aCTKOB.

4) BbinonHeHa NyHkUMs KM — BbiiBNIeHbl aTUMMUYHbIE KNETKM.
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Bonpocbsbli:

1. Kakou MeTop BM3yanm3aLMOHHOW AMArHOCTUKM ByaeT Bonee OOCTOBEPHbIM
AN OLUEHKM M3MEHEHMIM B NeveHn? KakoB npeanonoxumTeNbHbli XxapakTep Bbl-
ABMIEHHbIX U3MEHEHMUI?

2. YKakuTe OOMNONHUTENbHYIO MHbOPMaLMIO HeobxoanMyto Ans oueHkmn KMy neten
nepsbix 12 MeC. XXU3HU?

3. YyuTbiBas BunatepanbHoe nopaXkeHue HagnoYeyYHUKOB, KOHCYbTaUMUS Kakux
cneuumanmMcToB NokasaHa JaHHOMY pebeHKy? Hy>kaaeTca N OH B KOHCY/bTaLuK
reHeTmka?

4. C y4eTOM K/IMHMYECKOM CUMMMTOMATUKMU M AaHHbIX 06CneqoBaHUs yKaxxmte
NpennonoXXunTenbHbliM anarHo3a? OUeHKY KakMxX MONeKynapHO-reHeTUYeCKmX
MapKkepoB HEOH6XOOMMO BbINOMHWUTL B JAHHOM Clly4dae?

3apgaya Ne 5

MauyneHT Manbumk 10 net. XKanobbl: Ha Kallenb B Te4eHUe OIMTENIbHOrO BPeMEHH.
Mpu NnpoeeaeHnn peHTreHorpadum rpyaHomn Knetku (Npsamasa npoekLmsa) BoigBIeHO pac-
LIMPEHME TEeHU CPedoCTeHUs. Y cTapllen cecTpbl B Bo3pacTe 2 NeT 6bin YyCTaHOBMEH
OMarHos: HemMpobnactoMma.

[aHHble pu3nKanbHOro obcneqoBaHns: COCTOAHME YO0OBNETBOPUTENbHOE. He nnxo-
paguT. Ko)KHble MOKPOBbI M CNU3UCTbIE YUCTble. KOCTHO-MbILLIEYHAsa CUCTEMA: BUOMMOM
nedopMaumm ckeneta Het. [ibixaTeNbHasg CMCTEMa: HOCOBOE AblxaHWe cBoBoaHoe, Obl-
XaHMe NPOBOAMUTCA BO BCE OTAENbI, XPUNOB HeT. CepaevyHo-cocyamcTas cuctemMa: ob-
nacTb ceppua BU3yanbHO He M3MeHeHa. TOHbI ceppua cHble, putMuYHble. YHCC 80 B MUH.
XXMBOT: MArkmni 1 6e3bonesHeHHbIN BO Bcex otaenax. CTyn u aMypes 6e3 natonoruu.

[aHHble NnabopaToOpPHbIX UCCNEeaoBaHMMI:

1) MeTtabonuTbl KaTexonaMmHos Mouu: MBK - 10 HaHOMONb/MUKPOMOb KPeaTUHMHA

(HopMa go 25), BMK - 15 HaHOMOSb/MUKPOMOSIb KpeaTMHUHa (HopMa oo 18).
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2) KoMnbioTepHas ToMorpadma opraHoB rpyoHoM Knetku — napaeseptebpanbHo
cnesa Ha yposHe Th2-10 onpegenseTtca obpa3oBaHue pasMepamm 12x25x37 MM,
cnabo HakannMBaoLMM KOHTPACTHbIX Npenapar, C KalblMHaTaMu B CTPYKType.

3) CumHTUrpadms ¢ BI-MMBI - o4aros NaTonorMYeckoro HakonneHus PO He Bbi-
ABNEHO.

BbinonHeHa 6rnoncusa obpasosaHud. MMCTONOrMYeckoe 3akitoueHne — raHrMMoHen-

pobnacToMma.

Bonpochbi:

1. YKaXkuTe Kakme MeTofbl pagMomM3oTONHOM AMarHOCTUKM HEOBXOOMMO BbINOMHUTD
B JAHHOM cniy4vae?

2. Ykaxkute obbeM obcrnenoBaHns HeobxoamMMbli AN oLueHKM cTatyca KM?

3. OUEHKY KakKMX MONEeKYNSPHO-reHeTUYeCKUX MapKepoB HEOBXOAMMO BbIMOMHUTL?
Kakne MapKepbl MOTyT yKa3blBaTb Ha CEMEeMHbIN XapakTep 3abonesaHuns?

4. YKaxkuTe Kakme MMMYHHOMMCTOXMMMYECKME MapKepbl OMyXOu XapakTepHb! s
[OaHHOro 3abonesaHuna?
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ODIKT/KT - ogHOPOTOHHAA IMUCCMOHHAA KOMMbIOTEPHas ToMorpadus,
coBMelleHHasa ¢ KT
MHC - napaHeonnacTMYeckmMit CUHOPOM
MXT - nonnxmmMmoTepanms
MNMUP - nonnMMepasHo-uenHas peakums
N3T ¢ 18F-OAI - NO3UTPOHHO-3MUCCUOHHas ToOMorpadms
C 18 $TOP-0E30KCUTTIIOKO3ON
POJIM - pagnodapMaLeBTUYECKMI NeKapCTBEHHbIM npenapar
C[Ll - cekpeTopHas auapes
LUIHC - ueHTpanbHas HepBHas cucteMa
Y3M - ynbTpa3BykoBOE MCCnenoBaHue
®HI - dokanbHaa HogynspHas runepnasms
ADC - nsMepsaeMbint kKoadpuuneHT anddysmm
(aHrn. Apparent diffusion coefficient)
ALT - anbTepHaTUBHbIM NYTb NOAAEP>KaHMA O/IMHbI TEIOMEpP
(aHrn. Alternative lengthening of telomeres)
COG - pgeTckast oHKonorn4yeckas rpynna
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DWI - anddysnMoHHO-B3BELLEeHHble M306paXkeHns
(aHrn. Diffusion-weighted imaging)
EANM - EBponenckoe obLecTBO 90ePHOM MeamLUHbI
(aHrn. European Association of Nuclear Medicine)
FDA - ynpaBneHue no KOHTPOJO KavyecTBa NULLEBbLIX MPOAYKTOB
M nekapcTBeHHbIX cpeacTts (aHrn. Food and Drug Administration)
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FISH - ¢nyopecueHTHaa rubpumamnsaums in situ
(aHrn. Fluorescence in situ hybridization)

IDRF - xupypruyeckue ¢akTopbl pUcka, olleHUBaeMble npu
BM3yanusauuu (aHrn. Image-Defined Risk Factor)

INPC - MexxayHapo[Has natonormyeckas knaccnoukaumsa HB
(aHrn. International Neuroblastoma Pathology Classification)
INRG - MexpayHapofHas cucteMa knaccmbukaumm rpynn pmcka Hb
(aHrn. International Neuroblastoma Risk Group)
LOH - noTeps reteporeHHocTH (aHrn. Loss of heterozygosity)

NET - nepeHocuYmk HopannHedppuHa/HopaapeHanmHa
(aHrn. Norepinephrine transporter)
SIOPEN - eBponeickas rpynna no ontMMusauum tepanmm HB
MexxayHapoOHoro obuiecTsa AeTCKMX OHKONMOroB
(aHrn. International Society of Paediatric Oncology Europe
Neuroblastoma)
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