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NucTpykius Ha MeToj pa3paboTaHa C IEJBI0  yCOBEPIIEHCTBOBAHUS
JIMAarHOCTUKH U JIeYeHUs OOJIbHBIX ¢ HeMpoOiacToMoi, pa3paboTaHbl MOKa3aHUs K
MPOBEICHUIO ayTOTPAHCIUIAHTAI[MM KOCTHOTO MO3Ta M MPOTOKOJ €€ MPOBEACHUS.
O06s1acTb MPUMEHEHHUS — OHKOJIOTHA. Y POBEHb BHEAPEHUS] — PECITYOIMKAHCKUM.

NucTpykuus MOKeT ObITh MCIIOJIb30BaHa OHKOJIOTaMHU U MeIuaTpamu.

INHOKA3AHUA K TIPUMEHEHHNIO

Heiipobnactoma y aeteld U MOJIPOCTKOB, a TaKKE€ MOJOIBIX B3POCIBIX IO
21 rona.

IMPOTUBOIIOKA3AHWI K IPUMEHEHUIO Her.

HEPEYEHb HEOBXO/INMOI'O OBOPYJIOBAHUA,
MATEPUAJIOB U PEAKTUBOB

OO6opynoBaHue U peareHThl, HEOOXOAUMBIE JIJISl IPOBEACHHUS J1a0OPATOPHO-
KIIMHUYECKUX UCCIIETOBaHUM (reMaToJIorH4ecKue, OMOXMMUYECKHE,
MOP(OJIOTUYECKHE, CEPOJIOTHUECKHE, UMMYHO(DEHOTUITUPOBAHUE, MOJICKYJISIPHO-
OWoJOTNYeCKUe, IMTOTCHETUYECKHE, JIydeBas U (yHKIIMOHAJIbHAS JUArHOCTUKA U
ap. meroabl ([Tpunoxenwue 1).

OIIMCAHME TEXHOJIOTUX UCITOJIB3OBAHUSA CITOCOBA

HelipoOnactoma  pa3BuBaeTcd W3  NPUMUTHUBHBIX  CHMIATHYECKUX
HEWpOOJACTOB W SBISAETCS TUIMYHOW OIyXOJIbIO JETCKOro Bo3pacta. OHa
BcTpeuaercss B 7-10% Bcex 3710KaueCTBEHHBIX HOBOOOpa30BaHUM y naeTeil. ITo
camasl 4yactasl COJMIHAsl OMyXOJb SKCTPAKPAHUAIBLHON JIOKAIM3AlUU y AETe 10
5 ner. ExxeronHo peructpupytot 6—8 ciydaeB Ha 1 MITH JE€TCKOTO HACETEHHS MPU
CpelHeM Bo3pacTte mnauMeHtoB 2romga. B 72% cmydaeB HeiipoOmactoma
JOKaJIu3yeTcsl B 3a0pIOIIMHHOM MPOCTPAHCTBE (B MO3TOBOM CJIO€ HAANOYEUHUKOB
U CHUMIIATUYECKHX TaHTIUAX), B 22% — B 3agHEM CPEAOCTCHUU, PEXKE — B
HICIHOM U MpecakpaIbHOM 00IaCTsIX.

Bospact u crangusa 3aboneBaHuMs Ha MOMEHT IIOCTAaHOBKHM JUarHos3a
TPaJMLIMOHHO SIBJSIOTCS Haubosee BaXXKHBIMM (PaKTOpamu, ONpPEASISIFOIIUMU
ucxon 3aboseBaHus. Hapsimy ¢ BBICOKO3JIOKAUECTBEHHOW — MOATPYIITION
HEHpoOIaCTOMBI, CYIIECTBYET MOArpymmna OjmaronpustHoro mnporuosa (1, 2 u 4S
ctaauu). Paznuuust MeX1y HUMHU CTOJb BEJIMKH, YTO KaXXETCS — 3TO JIBA Pa3HBIX
3aboneBanusi. OCHOBHOM MpOOJIEeMON SIBISCTCS JIYCHUE MAIMEHTOB BBICOKOM
IpyNIbl pucka, KOTOpble MMEIOT HEOJIaronpusTHBIM MCXOJ, HECMOTpPS HAa OYEHb
WHTEHCUBHYIO0 Tepanuio. I[IporHo3 mnpu HelpoOiracToMe B MEPBYIO OuYepelb
OTIpeEeNSIETCsl BO3PACTOM MAallMeHTa U CTaauei 00Jie3HH, MPUYEeM paHHUN BO3pacT
ABJIIETCS OJaronpusATHbIM (hakTopoMm. JIMiia ¢ JI0KaaTu30BaHHOM HeWpoOIacToOMOn
(I-11 cragun) BepKHBatOT B 92% ciy4uaes, npu 11l ctaguu 3abosieBaHus MAHCH Ha
BbDKMBaHME yxyamawTcs 10 50%, 5-9-nmeTHss BbDKHMBAEMOCTh MAllMEHTOB C
MeTacTaTH4YeCKOl OoJIe3HbIO cocTaBiaseT Bcero juib 11%. Ilpumenenue
BBICOKOJ/IO3HOW TMOJMXUMHOTEPANUU B COYETAHUU C TPAHCIUIAHTALMEN KOCTHOTO
MO3ra yIydIlaeT MoKazaTeian 2—S-JeTHel 0e3pelInBHON BEDKMBAEMOCTH JETEH ¢
IV cranueit neiipodiactomsr 10 30-50%.



JIMarHOCTHKA HeHPo0IacTOMBI

AHamHe3 u KIuHUYecKuil cmamyc

B anamHese crnenyetr oOpaTuTh BHUMaHUE Ha OJIETHOCTb, MOTIUBOCTD,
NOTEPI0 Beca, AHApEeI0, Pa3apaKUTEIbHOCTh, TPUCTYMBl OJBIIIKK, Kallelb,
JUXOPAAKY, KPU3bl TOBBIIICHUS apTEPUAIBHOIO JIaBJICHUS, TaXUKAPIUIO, CYXOCTh
KOXH, SMOIMOHAIbHYIO JAOWIBHOCTh, Mapaliiyl KOHEYHOCTEH, HapyIlleHHue
(GYHKIHMU Ta30BBIX OPTAHOB U MPOIOKUTEIBHOCTh JAHHBIX CUMIITOMOB.

Jlabopamopnsie memoowvl ucciedosanus
o [lonueiii ananu3 kpoBu (4amie poct COD, mpu MeTacTaTuyeckoil popme MOTyT
OBITh aHEMU S, TPOMOOLIUTOIICHHUS).
e buoxumuyeckuii aHanu3 KpoBu (31eKTponuThl;, neueHounble TecThl (AJIT, ACT,
I'TT, 6unupyOuH), yHKIUS MoYeK (KpeaTHHUH, MOYEBHHA, MOYEBAs KUCIIOTA).
e CgeprtbiBanue: mnporpomouHoBoe Bpemsi, AIITB, ¢ubpunoren, AT I, [I-
JTUMEPHI.
e HeiipoOGiacToma BCcTpedyaeTCsi B OCHOBHOM Y MaJICHBKMX MAllUEHTOB U JIETEH C
MOPOKAMH pa3BUTHUs MopaxkaeT yaiie. [loaToMy eciam MMerTcs HeyCTaHOBICHHOU
THOJIOTUM  MOP(OJOrMYEeCKUEe  AaHOMAJUMU  Pa3BUTHS, TO  HEOOXOAUMO
UCCJIEIOBAHKUE KapHOTHIIA.

Onyxonegvie mapkepul

Jlakmamoeauopoeenza (JI[I'). Pe3ynbTar 3aBUCUT OT BO3pacTa MalueHTa.

@eppumun. Pe3ynbTaT 3aBUCUT OT BO3pacTa MallMEHTa M OT TecTa, C
IIOMOILBIO KOTOPOT'O OINPEAEIISIETCS OKA3aTeNb.

Hetiponcneyughuueckas snonaza. (HCE). Ha yposens HCE Bnusier remonus
U pa3pylieHue Npu KoMHATHOW Temreparype. [loaToMy HereMonau3upoBaHHAs
npoba KpoBU JOJKHA OBITH MCCIEZIOBaHa B TeueHHe 2—6 4 B maboparopun. Eciu
npo0a OTChUIAETCS B APYTYIO J1a00OpaTOPHIO, MOXKAIYICTa, OTAECIUTE CBIBOPOTKY U
MOCBIJIANTE TOJIBKO CHIBOPOTKY. Pe3ybTaT TakKe 3aBUCUT OT BO3pacTa MalueHTa u
OT T€CTa, C MOMOUIBIO KOTOPOTO MPOBOJIUTCS UCCIEAOBAHUE.

JUiss  BceX OHKOMapKEpOB XapaKTEpPHO YBEJIWYEHUE YpPOBHA IS
HelipoOiacToMbl Oosiee cienuduunbiM nokasatenem sisnsercss HCE.

Memabonumer  xamexonamunos.  BanmmnvmunpnanukoBas (BMK) wu
romoBanuinkoBas (I'BK) kucnotel B cbiBopoTke kKpoBu u moue. Cobupars Mouy
HET HEOOXOJMMOCTH, KOT/a pe3yjbTaT HOPMAU3YETCs 10 KOHIEHTPAIUH
KpeaTuHuHa B Mode. OmpenesieHue «HopMay MO0 «yBEIMYCHUE» B COOTBETCTBUU
C HOpMaMu JTabOpaTOPUH JIOJKHBI OBITh JOKYMEHTHPOBAHbBI B ONMUCAHUM JAHHOTO
ciydas i KaXJI0To OHKomapkepa. CrneruduyHO ISl OMyXOJH YBEIWYEHUE,
paBHOE 3-M CPEIHUM HOpMaM (XapaKTEpHBIX JJIsI JAHHOTO BO3pacTa, U3MEPEHHBIX
B MMOJIb HA MMOJIb KPEaTUHHUHA).

Bu3zyanuzupyrouwjue uccinedosanus, Heodxooumole npu nOCMaHo8Ke OUACHO3A

Vavmpaszeykosoe uccneoosanue (Y3UN)

Y3U BoBIeueHHBIX oOOnacTed o00s3aTeabHO, MCKIIOYas Cciayda, Korja
TOJIBKO aHATOMHYECKUE MPUYMUHBI HE MO3BOJISIET €r0 BBIMOJHUTH (BHYTPUTPYIHAS
HelpoOiacToma). PazMepsl KOXKHBIX MPOSIBICHUN W TMOpPaKEHUE MATKHX TKaHEH
METacTa3aMu JIOJKHBI OBITh JOKYMEHTHUPOBAHBI YITPa3BYKOBBIM UCCIIEOBAHUEM.



Cmanoapmnoe Y3U TtpeOyercss Kak OJMH U3 OCHOBHBIX METOJOB Y BCEX
neteit. OHO TOHKHO BKJIKOYATh UCCIIEAOBAHKE 1I€U, OPIOITHOM MOJ0CTH, OCOOCHHO
ne4yeHb (MaJieHbKHE METacTa3bl MOTYT OBITh MPOMYIIEHbI, €CIU HCHOJIb3YyeTCs
BBICOKOYACTOTHBIM MPOBOJHUK), 3a0PIOMIMHHOE MPOCTPAHCTBO M TOJIOBHOW MO3T
(ecyIi pOTHUYKH €I11€ OTKPBITHI).

Penmeenocpagus

Pentrenorpaduss rpyaHoOM  KJIETKHM, HO HE JPyroe CTaHAapTHOE
PEHTI€HOBCKOE 00CIIeIoBaHrEe TPeOyeTCsl PU MEPBUYHOM CTaJMPOBAHUU.

B HEKOTOpBIX ciy4yasx BHYTPUIPYIHas HeWpoOJacToMa MOKET OBITh
ONpEJeNeHa € TOMOILIBI0 PEHTTEHOIPAMMBI TPYJAHOM KJIETKH MpPH HAIUYHH
JEroyHbplx cuMnToMoB. Tak kak Y3U rpyaHOW KIETKH HEBO3MOXXHO H3-3a
3aMOJHEHUSI BO3AYXOM JIETKUX, HAOJIIOJICHHE 33 MAlMEHTaMU C BHYTPUIPYIHOU
HEHpoOJaCTOMOM BKJIIOYAET B C€e0s CTAHIAPTHYIO pEHTreHorpauio TpyAaHOU
KJIETKU BMecTO Y3U.

[TopaskeHust KocTeil MeTacTazaMu MOTYT ObITh BUJHBI HA pEHTI€HOTrpamMMaXx,
HO KOCTHBIE CKaHbl JaloT uH(opmanuio o000 Bcem ckenere. llostomy
pentreHorpadgusi KOCT€H PEKOMEHIYeTCS TOJIBKO JJIi JOKYMEHTAallUh M
HAOJIOZICHUS 32 CKEJIETHBIMU TOPAXKEHUSMHU, SBIISIOINIMMUCS KPUTUUECKUMHU JIJIS
KOCTHOM CHCTEMBI.

MPT/KT nopasicennuix obaacmet

MPT/KT nepBu4HOi 0myX0Jid TpeOyeTCsl IPpU NEPBUYHON JHATHOCTHKE.

Ecnu weiipobnacToma oOHapyXuBaeTCs B mapaBepTeOpaibHOM  oOacTu,
Tpedyercss cnuHanbHoe MPT 1yt 1OKyMEHTHpOBaHUST WJIM TOATBEPKICHUS
UHTpapOpaMUHAIBHOTO WJIM HWHTPACIUHAIIBHOTO TMOPAXEHUs, OaXKe €cld Y
NalMeHTa HeT HEBPOJOTrHyYeckux mnpossieHuil. KommbroTepHas Tomorpadus He
MOJXOJHUT, TaK Kak HEOOJbIINE WHTPACIHHAIBHBIE OIMYXOJEBbIE MAcCChl MOTYT
ObITh mpomyiieHbl. J{ns Bcex marueHToB ¢ |V craameit O6one3Hu, HeB3upas Ha
pesynbratel  MUBID"  ckanupoBanusi, MPT/KT depema ©HeoOxomuma aiis
MOATBEPXKIACHUS JIMOO HMCKIIOYCHUS MHTPAKPAHUATBHOTO M HMHTPAOPOUTAIHLHOTO
MOPaKEHUSI.

e PanuounzoromnHas cruHTUTpadus MPEANOYTUTEIIbHEE C
MeTtanonoensuwiryaraguaom (MUBT).

e Tc (MDP) ciiunturpadus, ecnu MUBIT HeT B Hamuuu.

Mopdosioruyeckoe uccjieg0BaHue ABJIAETCH 0053aTeJIbHBIM U JICSKUT B
OCHOBe BepU(pUKAUUM THATHO3A
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T'ucmonozus

['ucronorust onmyxonu M €€ MOJEKYJISIPHO-TEHETUYECKOE HCCIIEJOBAaHUE —
KPUTUYECKUE TYHKTHI IS CTPAaTH(PUKANNKA JIOKATM30BaAaHHBIX (GopM OO0Je3HH,
cranuu 4S5, u craguu 1V y nereit 1o 1-ro roxaa. [Toaromy 6uoricus omyxoiu Bceraa
TpeOyeTCs PH JIOKATTM30BAHHBIX (hopMax OOJIE3HHU.

ITIpu IV craguu 6oneznu craryc N-MYC u xpomocombl 1p MOTYT OBITH
MOJIYYeHbl U3 KOCTHOTO MO3Ta, €CIU €ro nopaxeHue coctaBisieT Oonbiie 60%
OITyXOJIEBBIX KJIIETOK. Onpenenenue IPyTUX napaMeTpoB (T.e.
OITyXOJIbaCCOIMUPOBAHHBIX AHTUI€HOB) HEBO3MOXXHO TPHU HCIOJIB30BAHUU MPOO



KOCTHOTO Mo3Ta. [I03TOMY OTKpBITast OMOTICUS JIJISl TIOJYyUYEHHUS OIMyXOJIE€BON TKaHU
pemuTenbHo Heooxoauma naxe npu 1V cragun 6071e3HH.

O06paboTka W pa3felieHHe OMyXOJEBOM TKaHU OKHO OBITh BBITTOJIHEHO
MeCTHbIM TmartosioroM. OmMyxoJieBbId MaTepuan JOJKEH OBbITh JOCTaBIEH W3
OTIepallMOHHON B OTIEJNICHHE AJI TUCTOJIOTMYECKOTO UCCIEAOBAHMS HEMEJICHHO U
obpabotan B TeueHue 30 MuH misg Toro ytobObl m36exkate PHK nerpananmro.
MecTHBIN MaToysor pemaer, Kakyl 4YacTh OIyXOJHM MOXHO 3aMOpO3UTh 0e3
ymepba ans AuarHocTuku. Eciu BO3MOXKHO, OH JIOJDKEH coOpaTh MaTepuai Kak
MUHAMYM U3 2-X MAaKpOCKONMYECKM pa3au4HbIX oOjacTedl (eciu OHU
NPUCYTCTBYIOT).

B nononnenne mnepudepuueckas KpoBb JODKHA ObITH coOpaHa st
BBITIOJTHEHHSI MOJICKYJIIPHOTO aHAIIM3A.

OcraBmiasics Tocjie 3aMOpPO3KM TKaHb (ukcupyetcss B OybepHoMm 4%
dbopmanvHe A AUMATHOCTUYECKOM rucTONOruH. JIOMKHBI OBITH  COOpaHBI
MHOKECTBEHHBIE OJIOKM M3 MAaKpOCKOMUYECKH Pa3IUYHBIX 00JacTeil, 0COOCHHO
oImyxoJieBble y3ibl. Hekpo3 u perpeccupyromiasi onyxoJieBasi TKaHb JIOJDKHA OBIThH
coOpaHa B COOTBETCTBHHM C OTHOIIEHHEM HX 00beMa K 00BEMYy BCEH OMyXOJH,
YTOOBI MO3BOJIUTH MPABUIILHO YCTAHOBUTH CTEIIEHb PETPECCUM.

MecTtHblil  maronor JobkeH — kiacCudunmpoBath  corjacHo  INPC
(International ~ Neuroblastoma Pathology Committee), BxiIO4ass MHUTO3-
Kapeopekecuc unaekc. O0sA3aTeabHO TOKHBI OBITH OIEHEHBI: CTETIEHb PErpeccuu
u 1 PepeHIMPOBKH W BOBJICUCHHOCTH KpaeB pe3ekiuu. [locie xumuorepanuu
OITYXOJIb JOJIKHA OBIThH KJ1accu(UIIMPOBaHa C yKa3aHUueM
MOCTXUMHOTEPANIEBTUICCKUX NU3MCHCHHM.

Hccneoosanue kocmnozo mos2a

[Topaxkenue KOCTHOrOo Mo3ra npH HeipoOnactome QoxanbHoe. [loaTomy
OJIHa KOCTHOMO3TOBasi MyHKIUsI HE TpuemiieMa. KOCTHOMO3ToBbIE acmupaThl Kak
MUHUMYM U3 4 pa3MYHBIX TOYEK HEOOXOAuMbI. Eciu acnuparhl MOTYyYUITUCH
HEpEeNpe3eHTAaTUBHBIMU, TO JBa acnupata © JBE TPEHaHOOWOINCUU WITU
4 TpenanoOMOIICHY MOTYT UCIOJIb30BATHCS BMECTO HUX.

Koctaseii Mo3r miig Bcex manmeHToB B NB 2004 m noipkeH ncciieioBaThes ¢©
MOMOIIIbI0  CBETOBOM MMKPOCKONIMM W Il JUArHOCTUKH MHHUMAJIbHOU
MeTacTaTU4ecKoi Oosie3Hn Merogamu mMMmyHodenotunupoBanus u [II[P. Ecmu
MOpaXeHUE KOCTHOTO Mo3ra mnpesbimiactT 60%, MOJIEKYJApHBIA aHAIU3 MOXKET
OBITH BBITIOJIHCH U3 KOCTHOMO3TOBOTO acmupara.

I'eneTnueckue mapkepni: N-myc u 1p craryc

OOBIYHO TPUHAMICKHOCTh K TPYIINIC PHCKA HWIACHTUQUIHUPYETCS TakK:
npucyrcteue N-myc ammudukanuu, aeneuuu 1p, nucbananc 1p, umu 1p noreps
rerepo3uroTHoctd. OtcyrctBue N-mMyC ammmdukanuw, aeiaenuud lp wim
nucbananca 1p, 1p reTepo3uroTHOCTh — 3TO UHANKATOPHI HOPMAJIBLHOTO PUCKA.

st TepaneBTHYEeCKON cTpaTudukanuu craryc 1mo N-myC OHKOTeHy W
CTaTyC MO JUCTaJbHOM YacTh XpoMocombl lp (1p36), MmIoMgHOCTH OMyXOJau
ucrosb3yercst Texuonorus FISH.



Jlononnumenvrno: KOHCYJbTalldsl HEUPOXUPYPra M HEBPONATOJIOra IpH
MPOpPACTaHUU OIYXOJM B TO3BOHOYHBIM KaHal W/WIM NPU HEBPOJOTUYECKHUX
paccTponcTBax.

/Inarno3 HeMpoo0JIaCTOMBbI BEPOSITEH, Pe0EHOK 10 3-MeCAYHOr0 BO3PacTa
B XOPOIIEeM KJIMHUYECKOM COCTOSIHUM

HoBopoxxneHHblE WM IETH PAHHETO BO3pacTa UMEKT XOPOLIUMK IPOTHO3
naxe Oe3 JjedeHus. HanmoyeyHMKOBBIE MAacChl, BHJIUMBIC TPHU BBIMOJIHEHUU
cragaaptHoro Y3U, y peOeHKa ¢ XOpOIUM KIMHUIECKAM CTaTyCOM MOTYT OBIThH
KaKk HeHpoOJacTOMOM, TaK M HAJMOYEYHUKOBBIM KpOBOMU3IUSHUEM. B naHHOM
CJIy4ae NEPBUYHOE CTATUPOBAHUE MOKET Pa3JICIIAThCA Ha JBA IIara.

Oocnedosanua HeoOX00uUMble 0e30maazamesibHo 011 6cex oOemell
00 3-x mec.

OO6cnenoBanus, KOTOpble HEOOXOJUMO cliejaTh BCEM JETSIM JI0 3-X MecC.
BKJIIOYAIOT:

o KimHuueckuii cratyc, 0cOOEHHOE BHUMAHUE KOKHBIM ITOKPOBAM.

o [lonublii aHanmu3 KpoBH, IeKTpoduThl, ¢yHkiua neuenu (AJIT, ACT, I'TT),
GyHKUHMS MoYeK (KpeaTUHUH, MOYEBHHA, MOYEBasi KUCIIOTA) U CBEPTHIBAHUE.

e OnyxoneBble Mapkepel: JIAI', ¢epputun, HCE, ypoBenr B Moue
karexonamMuHoB (BMK, I'BK).

e VY3U mieun, 6promrHoi moocTu (0COOCHHO MEYEeHH ), Ta3a U TOJIOBHOT'O MO3ra.

Oobcneoosanu,a HeobXx00umvle npu nepPCUCMEHUUU ONYX0U 6 603pacme
bonee 3-x mec.

Jpyrue uccnenoBaHusi MOTYT OBITh OTJIOXKEHBI, €CJIM PEOEHOK B XOpOIIeM
KJIIMHUYECKOM COCTOSIHUM, HO JIOJDKHBI OBITh BBITOJHEHBI Y OOJBHBIX B BO3pacTe
OoJiee 3-X MecC. U mepei KaKoW-Tn00 MPOTUBOOITYX0JIEBOU Teparuei:

e MPT/KT BoBneueHHBIX 001acTEH.

e lccienoBanue KOCTHOTO MO3ra U3 4-X pa3IMuHbIX TOYEK.

e buoncuss omnyxoinm I8 TUCTOJIOTHUH U MOJEKYJSPHO-TEHETUYECKUE

UCCIIEIOBAHUS.

CragupoBaHue BbINOJHSACTCH B COOTBETCTBUH ¢ MesKIyHAPOAHOT
kiaaccuurammei INSS

Cragua 1  Jlokain3oBaHHasT OMyXOJdb C  TOJHBIM  MaKpPOCKOMHUYECKUM
yAAJIEHUEM, C MUKPOCKONUYECKON pe3uyasibHONW OO0JIE3HBIO WM
0e3 Hee, NpEACTaBIEHHAs UICUJIATepaIbHBIMU JIUMQOY3IaMu
CBOOOJHBIMM  OT  OMYXOJIHM MHUKPOCKONMUYECKH  (TUM(DOY3IbI
MpWISKAIUE U YJAJICHHBIC C TEPBUYHON OIYXOJBIO MOTYT OBITH
MO3UTUBHBIMH).
[[Iupoko ynaneHHas IMEHTPATBLHO PACIIOJIOKEHHAs OMyXOoJib 0e3
UIICUJIATEPANIbHBIX (C — cTaaus 2A) UiIu KOHTpalaTepalbHbIX (C —
ctaaus 2B) nopaxkeHHbIx TuM(OyY370B cuntaercs 1 ctaauei.

Cranus Jlokanu3oBaHHAas OIMYXOJb C HEMNOJNHBIM MaKpPOCKOIMWYECKUM

2A yAQJIEHUEM, MPEJCTABICHHAS WIICUJIATEPAIbHBIMU HE CHASHHBIMU
auMpoy3namMu, OTPULIATEIBHBIMU B  OTHOIIEHHHM OITYyXOJIEBBIX



Cragns
2B

Cragns 3

Cranusn 4

Cranus 4S

KJIETOK MUKPOCKOTTMYECKH.

Jlokanu3oBaHHAsE OMyXOJlb C  TOJHBIM  MaKpPOCKOMUYECKHM
ylajleHueM Wiy 0e3 Hero, ¢ MUICWIaTepajbHbIMU HE CIAassHHBIMU
muMmpoy3namMu,  MO3UTUBHBIMU B~ OTHOUIEHUH  OITyXOJH.
YBenuueHHble KOHTpajaTepalbHble JUMQOY3Jbl JOHKHBI OBITH
HETraTUBHBI MUKPOCKOITHUYECKHU.

He ynanenHasi oqHOCTOPOHHSISI OMYX0J1b, HHUIBTPUPYIOIIAS Yepes
CPEJMHHYIO JIMHUIO , C BOBJICYCHUEM PETMOHAPHEIX JTUM(OY3IIOB
win 0e3 Hero, Wi JIOKaJM30BaHHAs OJHOCTOPOHHSSA OIYyXOJb C
MOPaXEHHBIMU KOHTpaJlaTepajbHbIMU pETUOHAPHBIMU
muMpoy3naMu, WM PACHOJIOKEHHAs] TMOCEPEIUHE OIyXOJb C
OwiarepalbHbIM PACHpPOCTpaHEHUEM NyTeM HHPWIbTPALUU WU
nopa>keHueM JTuMdoy3i0B.

i Cpennsisi TUHUSL OIpeaenseTcsl Kak MO3BOHOYHBIA cToi0. Omyxonb Oeper

HayaJlo0 Ha OJHOM CTOpPOHE M IEPEeceKaeT CPEeIHION JIMHHUIO, MHPUIBTPUPYH,
WIN 32 Ipeesbl IPYroi CTOPOHBI IO3BOHOYHOI'O CTOJI0A.

JIrobast mepBUYHAs OMyXOJdb C JAUCCEMUHAIIUENH B OTAAJICHHBIC
TuM@OY3Jibl, KOCTU, KOCTHBIM MO3T, MEUYEHb WM JPYTrue OpraHbl
(MCKITIOUast Onpee/IeHHYIO Kak cTtaaus 4S).

Jlokanu3oBaHHas TIEpBUYHAS OITYX0JIb (OIpeeeHHast Kak cTaaus 1,
2A v 2B) ¢ auccemuHanuen, OrpaHUYEHHOW IEUEHBIO, KOXKEH,
vl KM” (orpannyeHHast BO3pacToM 10 1 roma).

# [TopaxxeHre KOCTHOTO MoO3ra mpH 4S cTajuul JOHKHO OBITh MUHHUMAIILHBIM,
T.€. MeHee 10% AACPHBIX KIIETOK B 6I/IOHCI/II/I KOCTHOT'O MO3ra njin Ka4€CTBCHHaAA
OlIEHKa sapoconepxkammux kinetok B KM acnmpare. bonee HWHTEHCHBHOE

nopaxenne KM nomxHo cunratecs 4 cragueit. MUBI™ ckanupoBaHue 10JIKHO
ObITH oTpunaTedbHBIM B KM 1ipu 4S cranum.

MynbrudoxanbHas MepBUYHAS OMyXO0Jb (T.e. owarepanbHas
HAJIMOYECYHUKOBAs TIEPBUYHAS OMYyXO0JIb) JOKHA CTAJAUPOBATHCA B COOTBETCTBHUH C
HanWOOJIBIITUM pacrpocTpaHeHneM 00JIe3HHU, KaK OIMPEACNICHO BBIIIE, U CIIEOBATH C
cabckpuntoMm «M» (T.e. ctaaus 3 m).

AJITOPUTM NPUHSATHS TEPANEeBTHYECKOTO peleHnst
AJTOPUTM TIPUHATHUS TEPANIEBTUYECKOTO PEIICHUS 3aBUCUT OT TOTO, K KaKOM
rpynIe pUCKa OTHOCUTCS JaHHBIN ITAaIMCHT.
K rpyrire HaG 110 1eHUS OTHOCSATCS ITAIIMCHTHI:
Cranus 1, Bo3pact 0—21 roa, 6e3 N-myc ammudukanuu;
Cramus 2, Bo3pact 0-21 rox, 6e3 N-myc ammndukanuu, 6e3 aenenun 1p;
Cramus 3, Bo3pact 0—2 roga, 6e3 N-myc amruindukamnuu, 6e3 aenernuu 1p;
Cramus 4s, Bo3pact 0—1 rox, 6e3 N-myc amrindukanuu.
ANTOPUTM TIPUHATUS TEPANEBTUYECKOTO PEIICHUS B ITON TPYINE MOKa3aH

Ha puc. 1.



TIP (monHast peMucenst)
MPOAOIDKHTE

Habmoienne
Her nporpeccun u
porp Hab6moznenue cpoxom Ha 12 mecsues (mist
JKH3HH YTPOXKAIOIIUX o
Jieteit crapiue 1 roja) uim 10 KoHIa 2
cumMnToMoB (HeT [
rojia )u3Hu (U151 HOBOPOKICHHBIX) \

TOCIIEYIOIIETO

JICYCHHS) Her TIP (et nomHoit

PEMHCCHH) IPOJOIDKUTE
HalmoieHne

Crabuim3sanus 6ones3Hu / perpeccus: He HyKHa MOCIIe Yo ast
XUMHOTEpanus

JlokanbHast
TIPOTPECCHs NITH
> N4
JKU3HH YTPOXKAIOLIHE
CHMIITOMBI

Habmonenue

max 4 uukna Ned, eciu
COXpaHACTCA
L A A nporpeccupoBaHue Mo
@ N4 N4 N4 HaCTyIaeT MpOrpeccus
NMPOJIOJIZKEHHUE JICUEHUS 110
CpeaHeii rpyIbl pucKa)

TIpoaoIKEH s JICYESHHS 110 IPYIIIE BHICOKOrO PUCKa s AeTeil B Bozpacre > 1

Tlporpeccust mo 4 >
roza (1 cpeaHsis rpymna pucka st aeteii B Bospacre < 1 roaa)

craanu

S — buoncus onyxonu 1ubo noaHoe yoanenue, eciu 803MONCHO Oe3 pucka
kanewawet onepayuu o pevenxka. N& — 61o0ku noruxumuomepanuu
Puc. 1. ATTopuT™M IPHHATHS TEPATIEBTHYCCKOTO PEIICHUS B TPYIIIE HAOIIOACHUS

K rpyrme npomMexxyTo4HOro pucKka OTHOCSTCS MAIlleHTHI:
Cranus 3, Bo3pacT >2 roga, 6e3 N-myc aMridukanu,
Cramus 3, Bo3pact 0-21 rox, ects nenenus 1p, 6e3 N-myc amrmundukanmu;
Cramus 2, Bo3pact 0-21 rox, ects nenenus 1p, 6e3 N-myc amrundukanmu;
Cranus 4, Bo3pacT 10 1 roga, 6e3 N-myc aMiiipuKammm.

ANTOPUTM TIPUHATHS TEPATICBTUUCCKOTO PEIICHUS B ITON TpYIINE MOKa3aH
Ha puc. 2.

Z[I/ICT&HHI/IOHHBJI JIyde€Bas T€panus

@ N5 || N6 || N5 || N6 [| N5 || N6 || N7 || N7 [| N7 || N7 13-cis-RA 13-cis-RA

Oneparus? Qneparus?

N5,N6,N7- 6rnokn nonuxnmMmoTtepannm
13 cis- RA- 6noku ¢ 13 unc peTMHOMBOWM KUCITOTOM

S — buoncus onyxoau 1ubo noanoe yoanenue, eciiu 803M0OAHCHO Oe3 pucka
Kaneyawei onepayuu 0jisi pebeHKa
Puc. 2. AnmropuT™ IpUHATHS TEPAIEBTHYCCKOTO PEIICHUS B TPYIIITS
MPOMEKYTOYHOTO PHCKa

K rpynIi€ BLICOKOIo puCKa OTHOCATCS IMAllUCHTBI:



Cranus 4, Bo3pact ot 1 g0 21 ropa;
JIro6as cragus ot 0 10 21 rona ¢ N-myc amriudukaimeit B ormyxosu.

JIJist malMeHToB 3TOM IPYIIIbI PUCKA B NMEPBOM JIMHUU JICUEHUS 00s3aTesibHa
BBICOKO/IO3HAs MOJIMXUMHOTEPAIUsl C BBIIOJIHEHUEM 3aTEM ayTOTPAHCIUIAHTALUU
KOCTHOTO MO3ra.

B kauecTBe ayToTpaHCIIaHTaTa MPEANOYTUTENbHO wHcnoias3oBath [ICK.
[Ipu 4 ctaguu HelpoOIACTOMBI MOpPAXKEHUE KOCTHOIO Mo3ra Bcrpeyaetcs: B 87%
clyyaeB U Kocteil B 66% ciyudaeB. MoOunu3aiusi CTBOJOBOM KJIETKH BO3MOXKHA
TOJIBKO TOTJa, KOT/Ia €CTh MOATBEP)KICHUE OTBETA MEPBOHAYAIHHOTO TOPAKEHUS
KOCTHOTO MoO3ra Ha JiedeHue. [lo3ToMy oOIleHKa COCTOSIHHSI KOCTHOTO MO3Ta
JOJDKHA TTOBTOPATHCS TIEPE OYEPEIHBIM ITUKIOM Tepanu. Kak TOJBKO KOCTHBIN
MO3T OYHCTHTCS OT KJIETOK HEHWpoOJIacTOMBI, 3a00p CTBOJOBOW KJIETKU JTOJDKEH
OBITh Ha3HAYEH IIOCJIC IMOCIIEAYIONEro IMKIa XuMuoTepanuu. [Ipu oTcyTcTBUM
MOPQOJIOTUYECKOro MopakeHus: koctHoro mo3ra 3abop IICK ocymiecTBisitor He
panee yem nocie 2 6noka [1XT.

MuHUMaNBbHO IOMyCcTHMas KJIETOYHOCTh TpaHcianTata no CD34+ Ha 1 kr
Beca IaleHTa 2x10° KkieTok.

HOuctaHunoHHas nydeBada Tepanuna

@ N5 | N6 [| N5 [| N6 || N5 || N6 Ayro-TKM 13-cis-RA 13-cis-RA

Onepauua? Onepauua?

S — 6uoncus onyxoau; N5, N6, N7 — 6noxu nonuxumuomepanuu;
13-cis-RA — 6aoku ¢ 13 yucpemumnoesoii kuciomot

Puc. 3. Anroput™ NpuHSITUS TEPANIEBTUYECKOTO PEIICHHUS AJISl TPYNIIBI BBICOKO
pHUCKa

Kpurepuu orBeTa Ha jJile4eHne Yy AIUEHTOB C HEHPOOJIaACTOMOM

Tabnuna 1
Kputepuu oTBeTa y manueHToB ¢ HEMpoOI1acToMoi
OtBer  IlepBuuHas onyxoJub MeTacTaTuueckue o6iacrTu’”
1O Her onyxonu Het onyxomnu, kaTexonaMuHbI B HOPME

OXYO  VYwmensmenue Ha 90-99% Her omyxoiu, BBISBISIOTCS OCTATOYHBIE
u3MeHenns kocreit Tc™
4o VYwmensienue >50% Bce wusmepsemble MecTa YMEHBIIAKOTCS
>50%. Koctu u KM: umcio mo3UTHBHBIX
MecT yMmeHblieHo >50%, He Oonee
1 nosutuBHOrO MecTa B KM BBIsBISCTCS
CO HeT HOBBIX MOBpPEKACHMIA, YMEHBIICHHE HEKOTOPHIX H3MEPSIEMbBIX
MOBPEeXJICHUI (TMEPBUYHBIX WIM MeTacTatudeckux) Oomnee 50%, c
meHee 50% yMmeHbIIEHHMEM B Kakux-1u00 Jpyrux; wmeHee 25%
YBEJIMYEHUE HEKOTOPBIX CYIIECTBYIOIINX MOBPEXKACHUN



HO Her HOBbIX noBpexaeHuii; menee 50% yMeHblIeHus, HO MeHee 25%
YBEJIIMYEHHE B HEKOTOPBIX CYLIECTBYIOIIUX MOBPEXKICHUAX

I1b JIroOble HOBbIE MOBPEXKACHUS; YBEIIMUEHUE B HEKOTOPBIX NU3MEPEHHBIX
noBpexaeHusAx Oonee 25%; 110 STOrO YHMCTBIA KOCTHBIA MO3T
HOBPEXKAAETCS OIYXOJbIO.

IIpumeuanus

I1O [TonHBIN OTBET

0OX40 OdeHb XOpOILIMI YACTHYHBIIA OTBET
40 YacTh4uHbIN OTBET

CO CwmeniaHHbIN OTBET

HO Her otBera

I1b [TporpeccupoBanue 3a001€BaHUs

# o

OI[I/IH IMO3UTHUBHBIX acCliupart KM wumm 6uoricus mo3BOIUTEIbHEI JJIA 4aCTHUYHOTI'O
OTBCTA, CCJIIN 3TO PCIPC3CHTATHUBHOC CHMIKCHHC B YMCJIC IIO3UTHUBHBIX MCCT Ha
MOMCHT JUAarHOCTHKH.

Hao0urogeHue 3a nauMeHTaMu, 3AaKOHYUBIIMMH JIeYeHHUe
3aBUCHUT OT TPYIIIBI PUCKAa U HAJIUYMUS OCTATOYHOW OMYXOJM B OpraHU3ME
pebeHka.
I'pynna nadéaronenus
Jlns 9TOM Tpynmbel MPaBOMOYHO HAOJIOACHUE TIOCJIE OMNEpPalMOHHOTO
craaupoBanusa. OHO BKJIIOYAET: KIMHUYECKOE OOCIEI0BaHUE, OITyXOJIEBbIE
Mapkepsl W BU3YaJU3MUpymOIMe MeToasl (Tabn. 2, 3). OnpeneneHue TOIBKO
OIyXOJIEBBIX ~MapKepOB TMO3BOJIAET BbIIBUTH 25-50% peuuauBoB OO
MPOTPEeCCUpPOBaHUS  3a00JICBaHMS, OOJIBIIOEC KOJHUYECTBO COOBITHH MOXKHO
JUArHOCTUPOBATH C TIOMOIIBIO0 KIIMHHYECKOTO O0CIEI0BAHUS U BU3YATU3UPYIOIITNX
METOJOB.
Tabmauia 2
PexomMeHtyemMbie BO BpeMsl HAOJIIOACHUSI METO/IbI 00CIIeIOBAHUS
B IpyIine HaOoeHus 0€3 OCTaTOUHON OMYXOJIU MOCJIE ONepaifu
Y TIOCJI€ OTEPAIIMOHHOTO CTAUPOBAHUS

1 rog 2-5roxq ITocne 5 net
Knuanueckoe Kaxnpie Kaxnapre 3 mec. | Kaxxasie 612 mec.
o0cJieIoBaHue 6 Hemenn
KarexonamuHbl MOUH
V3U/R rpyaHO# KIeTKH
JIAI' u HCE Benosnas mpoba kpoBu OepeTrcsi MpH BBITIOJHEHUU
MPT/KT wiu cuuaturpapumn
MPT /KT 3 Mec. nocie oneparumu.
COOTBETCTBEHHO TOJIBKO eclu V31 1283071
pPEHTreHOrpaMMa Jal0T HESICHBIE PE3YJIbTaThI
CuunTturpadus Tonbko ecnum Y3W wunm peHTreHorpaMma JaroT
HESCHBIEC PE3YyJIbTAThI

Jlis BHYTPUTPYIHBIX OnyXxosed He mpumensercs Y3, mosToMy HEoOXOAMMO BBINOJHEHHE
PEHTTEHOTrPaMMBbl TPYTHOM KJIETKH.



*

Bonee wacras MPT BbInosHsieTcss B IPUCYTCTBUH MHTPACIMHAIBHOW/MHTpadopaMUHATEHON
OCTaTOYHOM OMYyXOJIH.

KoHneuno, B ciiydae TMOSBICHHUS KaKUX JIMOO HESCHBIX CHMIITOMOB WIIH
MaTOJIOTUYECKNX  Pe3yJbTaTOB, OOCIEIOBaHMS BO  BpeMs  HaOJIOJCHUS
MOBTOPSIIOTCSL B OoJiee KOPOTKHME WHTEPBabl JHOO MOJDKHBI BKJIIOYATH TOJTHOE
pectanupoBanue (MPT/KT, cumaTurpadus wim uccienoBaHHE KOCTHOTO MO3Ta)
JUTSE UCKJTFOYCHHS JTNOO MACHTU(UKAIIMKA BO3BpaTa 00JIE3HU WM 00YCIOBJICHHBIX
JICYCHUEM TMO3HUX MOOOYHBIX F(HPEKTOB.

Tabnuna 3
PekomeHnyemblie BO BpeMsl HAOII0IeHUsT 00CI€JOBaHUS B IPYIIIIE HAOIIOACHUS
C OCTaTOYHOM OMYXOJIbIO MOCJIE ONEPAlH U ONEPALMOHHOIO CTaJUPOBAHMS

1 rox 2-5ron [Tocie 5 ner
Kinanueckoe Kaxnpie Kaxnsie 3 mec. | Kaxapie 6—
oOcienoBaHue 6 Henenb 12 mec.
KarexomamMuabl MOun
V3U/R rpymHOil KIETKH
JIAI' u HCE Benosnasi mpo0a kpoBu OepeTrcsi MpH BBINOJHEHUU
MPT wnnu cuunTUrpadun
MPT /KT Kaxnwre 6 mec., | Kaxxnarle Ecnnu Bce
ecnu mepBuyHoO | 12 mec. HOPMAaJIbHO
YETKO BHUJIHO Ha CTaHJapTHO HE
Y31, MHaye HCIIOJIB3YyETCs
KaXxJible 3 Mec.
CuunTturpadus Kaxnple 6 wMec. [0 HOpMaiu3aluu, 3aTeM
HECTAH/IAPTHO

" Jlns BHYTPUIpYIHBIX ONyXoJeil He mpuMeHsieTcss Y3U, m03TOMY HEOGXOMMMO BEHITIOTHEHHE
PEHTIEHOTpaMMBbI IPYTHOM KIIETKH.

™ Bonee yactas MPT BpimonHseTcs B INPUCYTCTBUHM UHTPACIUHAIBHOW/MHTpadOopaMUHATILHON
OCTaTOYHOM OITyXOJIH.

Cpeonasn u evicokasn pynnsl pucka

HaGnronenue nocie OKOHYAaHMS TEPaleBTUUECKOTO IJIaHA C MPOBEIECHUEM
pecTaaupoBaHusl 1Jisl ONPEICTICHUSI OTBETA HA JICYCHUE.

DT0 pecTaupoBaHUE TOKHO BKIIIOYATh:
e KnuHuueckuil cratryc
e [loyHBIN aHAIU3 KPOBU
e Onektposmthl, (ynkmuio nedenn (AJIT, ACT, ITT), ¢yHkmuio mnouek
(KpeaTHHUH ¥ MOYEBHMHA) U CBEPTHIBAHHE.
e Omnyxonesbie Mapkepsl: JIAI', pepputun, HCE, kaTtexonamunsl B Mo4e (KpOBH)
BMK u I'BK.
e MPT/KT BoBi€UECHHBIX 00NacTeit
e lccienoBanue KOCTHOTO MO3ra M3 Pa3HbIX 4-X TOYEK, €CJIH MOCIEAHUN
pe3ynbTaT MaTOJOTUYECKUNA UITU TIPEIOoIaraeTcs peruamns.



C OCJAbIO BBIABIICHHA ITO3JHUX TOKCHYCCKHX 3(1)(1)6KTOB Ba’XHBIM SBJISACTCA
Ha6JIIO,ZIeHI/I€ h 1ocie 5 JICT, ITIOCJIC OKOHYAHHI KOMIIIICKCHOI'O JICUCHUA. Ot
ABJICHUA MOI'YT OTMCYATBCA B CHCTCMC ClIyXd, BO3HHUKAIOT ITOPAKCHUA IIOYCK,
BTOPHUYHBIC OITYXOJIU U OP. I/ICXOI[H N3 BBINICHU3JIOKCHHOI'O, CTPOI'0 PCKOMCHAYCTCA
Ha6JIIO,ZIeHI/I€ 3d [MAUCHTAMHU B OHKOJOTHUYCCKHUX IICANATPHUICCKUX KIIMHHUKAX.



Tabnuna 4. Pekomenayemble 00CieqOBaHUS

CpPEIIHEN W BBICOKOM IPYIIIBI PUCKA

I Ha6J'HOI[eHI/IH 3a IMalMCHTaMU

1 rox 2-5 ron Ilocae 5 net
Knnuaunueckoe Kaxnrie 6 uenens | Kaxnanie Kaxnele 6-12
o0cie10BaHue MecsIa MECSIIEB

KarexomaMuHbBI MOUYH
Y3u / R- rpyaHo#
KJIETKUA

JIAT m HCE C kax10i BEHO3HOM NpOOOI KPOBH IMPHU BBINOJHEHUU
MPT wnu cupHIurpadum
MPT /KT Kaxnrie 3 mecama | Kaxneie MECSIICB, €CJIN
npeablayIee o0caeaoBaHrue 1alio
MaTOJIOTMYECKUN pe3yJIbTaT
Cuunnurpadust Kaxnpie 6 MecsleB 10 HOPMAIM3AIMU, 3aTE€M HE

CTaHJApPTHO

Koctupii mMo3r um3z 4
TOYEK

Kaxnpie 6 MecsleB 10 HOPMAIM3AIMU, 3aTE€M HE

CTaHJApTHO

OKr/29x0 —Kr
Aynuomerpust
[Toyeunble TeCThHI
TSH,FT3, ET4,
['padux pocra
Ornenka mybeprara

B xoHI11€e Ka)xmoro roga

Kaxnrle 2 Tona

Jlis BHYTpUTPYAHBIX omyxoJiell He mpumensiercst Y3U, mostomy HEOOXOAMMO BBINOJHEHHE
PEHTTEHOTPAaMMBI TPYIHOH KIETKH.
*

bonee vactas MPT BbimonHsieTcss B NpUCYyTCTBUM MHTpPACHUHAIBHON/MHTpadopaMuHaIbHON

OCTaTOYHOM OITYyXOJIH.




