OBMEH OlbITOM

TpynaHblii AMATHO3 B IEeIHATPUH HA NPUMepPe KIMHUYECKOTO CJIy4asi HeipoO0.1acTOMBI
E.A. Kypmaesa, I'A. Kyaakosa, H.A. Conosvesa, C.A. Boseuna, P.B. Heanos

Preo0y BO «KasaHckuii rocynapCTBEHHbI MeANUMHCKWIA yHUBepceuTeT» Munagpasa Poccuu, KasaHb, Poccus
Diagnostic problems in pediatrics on the example of a clinical case of neuroblastoma

E.A. Kurmaeva, G.A. Kulakova, N.A. Solovieva, S.Ya. Volgina, R.V. Ivanov
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HeiipodiacToma — 3/10Ka4eCTBEHHAS IKCTPAKPAHMAIbHAS COJMIHAS OMYXOJIb JIE€TCKOro Bo3pacta. IIuk 3a6oeBaeMocTH NpUXo0-
JIMTCS HA nepBblii roa xkusHu. B 50% ciyyaeB Ha MOMEHT YCTaHOBJIEHHs] MATHO32 UMEIOTCS MPU3HAKH MeTacTasupoBanus. Kinunn-
YecKas KapTHHA NP HelipodiacToMe Pa3HOOOpa3Ha, CUMNTOMbI He HMEIOT CEIM(UIHOCTH U 3aBUCAT OT JIOKAJIU3ANMH OMYXOJIH.
JIMarHo3 moaTBePKAAETCS MPH THCTOJOTHYECKOM HCCIIETOBAHHM OMONTATA NMEPBHYHOI OMyxoau u MeTacrasa. Cnenmduyeckum
MeTOIOM TONMHYECKOi TMATHOCTHKH HEifP00IaCTOMBI CIIYKHUT CIHMHTHIPAdHs ¢ MeTAii010eH3WITYaHUIMHOM, MeyeHHbIM 23], mo3Bo-
JISIIOINAS BHISIBUTH MEPBUYHYIO OIYXOJIb, HAJIMYHE PETHOHAPHBIX U OTAAJEHHBIX MeTACTAa30B. KoMOMHAIMN BHICOKO03HOM XMMHUOTE-
PanuM U TPAHCIUIAHTALMHU AYTOJOTHYHBIX CTBOJIOBBIX KIEeTOK U AudepeHIupyomux areHToB, a TAKkKe HMMYHOTEPAMH MOHOKIIO-
HAJbHBIMH aHTUTeIaMu IPOTUB G D2 Mo3BOJISIOT YBEIMYNTH POAOIKUTETLHOCTD JKU3HHA NANMEHTOB.

Karoueswte caoea: demu, neiipobaacmoma, memacmasol, OUaeHOCMUKA, Mymauyus eeHd.
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Neuroblastoma (NB) is a malignant extracranial solid tumor of childhood. The peak incidence occurs in the first year of life. In 50%
of cases, the disease already has signs of metastasis at the time of diagnosis. The clinical picture in neuroblastoma is varied; the symp-
toms are not specific and depend on the localization. The diagnosis is confirmed by histological examination of the biopsy of the pri-
mary tumor and metastasis. A specific method for the topical diagnosis of neuroblastoma is *’I-labeled metaiodobenzylguanidine
scintigraphy, which makes it possible to detect the primary tumor, the presence of regional and distant metastases. Combinations
of high-dose chemotherapy and transplantation of autologous stem cells and differentiating agents, as well as immunotherapy with
anti-GD2 monoclonal antibodies, can increase the life expectancy of patients.
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HeﬁpoGnaCTOMa — 3JI0KaYeCTBEHHAsI OITyXOJIb, pa3-
BUBAIOMIASICS U3 KIETOK-TIPEIIIECTBEHHUKOB CUM-
nmaTU4YecKoil HepBHOI cuctembl. Helipobiiactoma camast
yacTasl 3JJ0Ka4eCTBeHHasl SKCTpaKpaHUaIbHAs COTMITHAST
OITyXOJTb Y JIeTel TepBoro roja ku3Hu. Ee 107s1 coctaB-
nset 28,6—35% ot Bcex cOMMAHBIX ormyxojeit. Ha moito
Hepob1acTOMbI IpUxoauTcest 7—8% Bcex 3710KaueCTBEH-
HBIX HOBOOOpa3oBaHWil y neteit B Bo3pacte 0—14 jer
[1—-3]. 3aboseBaeMOCTb HEWpPOOJACTOMON COCTaBISIET
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0,95—1,4 Ha 100 ThIC. AETCKOTO HACEJIEHUsI, TIMK €€ TpH-
XoauTcs Ha Bo3pacT 18 Mec, B 90% ciayyaeB omyxoJjb
nuarHoctupyetcst B Bo3pacte g0 10 jer [1, 3, 4]. B 50%
clydyaeB Ha MOMEHT YCTaHOBJIEHUS TUArHo3a WMEIOTCS
npu3HakKu MeTtactadupoBaHus. Haumbonee uyactro mera-
CTa3bl BCTPEUYAIOTCST B PETMOHAPHBIX W OTAAJICHHBIX JIUM-
(baTrueckux y3ymax, KOCTHOM MO3Te, KOCTSIX, TIeUYeHU
u Koxe, pexe B [IHC, kpaiiHe peako B jierkux [3, 6].
BosbIIMHCTBO cliydaeB HepoOIacTOMBI pacCMaTpH-
BAlOTCSl KaK Cropajuveckue, OJHAKO J0Ka3aHa BO3MOX-
HOCTb Pa3BUTHSI OITYXOJIM Y JINLI, UMEIOIINX HACTIeICTBEH-
HYIO TIPEIPaCcTONOXKEHHOCTh, BKITIOUAst cCeMEHbIE (DOPMBI
3a0oieBaHus 1 (pOpMUPOBaHKE HEepoOIacTOMBI Ha (poHe
onpeaeNeHHbIX cuHapoMmoB [6]. Illupokoe BHempeHuUe
MOJIEKYJISIPHO-TEHETMUECKUX MCCIIEIOBAHUI TIO3BOJINIIO
JIyJIlle OXapaKTepu30BaTh T€HETUYECKHUE COOBITHS, CITO-
COOCTBYIOIIME Pa3BUTUIO HEMpPOOIACTOMBI, BBISIBUTH
JOTIOJTHUTENTbHBIE CUHIPOMBI C TIOBBIIIIEHHON YacTOTOM
pasBUTHUS OMYXOJIM, a TaKKe JIydllle OIMUcaTh CeMEeMHbIe
caydan 3abojieBaHus [4]. B dactHOCTHM, ¢ MyTamusiMu
B reHe ALK, xomupylomieM MeMmMOpaHHBIH Oeinok CD246
(dbepMeHT THUpPO3MHKKHA3a), KOTOpbI OOecTieunBacT
MEKKJIETOUHBIE CBSI3U M UTPAeT BaXKHYIO POJIb B (DYHKIIM-
OHMPOBAHUYM HEPBHOM CHCTEMBI, a TakKe B reHe PHOX2B,
JIOKQJTM30BaHHOM Ha XpOMOCOMe 4 1 KOIUPYIOIIeM OeJIoK
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PHOX2B (Paired-like homeobox 2B), koTophlit yuacTByer
B CO3peBaHUM HEPBHBIX KJIEeTOK [4, 6]. Buomormyeckast
1 KIMHWYECKas TeTepOreHHOCTh HeNpoOJIACTOMBI 00Y-
CJIOBJIEHA TEHETUYECKUMU HapyIIeHUSIMU, KOTOPBIE MOTYT
OBbITb OOBETUHEHBI B IBE OOJBINKME TPYIITbI: HAPYIICHUST
YUCIa XpOMOCOM M CerMeHTapHble HapyineHus. [Tocmen-
HMe XapaKTepHBI TS OIyXOJieil ¢ arpeCCUBHBIM KIIMHUYE-
CKMM TeueHueM |5].

Heiipobiactoma —  3J70KauecTBEHHasT  OIYXOJb
C BBICOKOI CTETIEHbIO METACTAa3UPOBAHUS, C TITIOXUM MPOT-
HO30M M YCTONYMBOCTHIO K OOBIMHON XMMHOTEPAITHM.
ITaTuieTHsIsT BBDKMBAEMOCTb JIeTeil ¢ HU3KUM U Cpel-
HUM pUCKOM nmocturaeT 75—98%, Ho y HeTeil ¢ BHICOKUM
puckoM cocrasiisieT MeHee 50% [1—3]. Petiuaus win npo-
IpECCUPOBAHUE METACTa3UPOBAHUST CITy’KaT OCHOBHOM
MIPUIMHON BBICOKOI JieTaIbHOCTH [4]. Manbumkm 00JeioT
yale aeBouyek (cootHoieHue 1,2:1). HeliporeHHble omy-
XOJIM TIOpaXkaloT HaAMOYeuHUKH B 35%, cuMIaTUdecKue
FaHIIMKA 3a0pIOLIMHHOIO mnpocTtpaHcTBa — B 30—35%,
raHriu 3aaHero cpegocrenust — B 20%, meu — B 1-5%,
Majoro Taza — B 2—3% ciy4aeB, ellle pexXe OIyXOJb
MOXET pa3BUBAThCSI B BUJIOUKOBOU Keje3e, JIETKUX, TToU-
Kax U Apyrux opraHax [5]. Bo3aMoXxHO mopakeHue omyxo-
JIBIO M METacTa3aMM HECKOJIbKHMX 30H OpraHu3Ma.

KnuHuyeckasi kapTuHa Mpu HelpobacToMe pa3HoO-
obpa3Ha. B Hauane 3a0ojieBaHMSI CUMIITTOMBI HE MMEIOT
cretupuIHOCTH, MHGUIBTPUPYIOLLAsT PACTYIAs OMYXOJIb
CIaBMBAeT OKpYKaloIlfe TKaHW, YTO BBI3BIBAET COOT-
BETCTBYIOIIME CUMITOMBI. [Ipu JoKanmu3anuy B TpyIHOM
KJIETKE OHa MOXKET MPUBOAUTHh K HAPYIIEHUIO THIXaHUSI,
nucdaruun. B ciyyae okannzanuu B OpPIOIIHON MOJIOCTH
MOTYT TTAJIBITUPOBAThCS OITyXOJIEBBIE MACChl, KITMHUYECKU
MPOSIBIISIETCS HAPYIIEHNEM aKTa Te(eKalny 1 MOYEUCITY-
ckanusa. Heiipobractoma, Tpopacraroasi yepe3 BepTe-
OpaibHBIE OTBEPCTHSI ¢ KOMIIPECCUEl CITMHHOTO MO3Tra,
BBI3BIBAET HEBPOJIOTMYECKHME HapYyIIEHUsI, BSUTBIA Mapa-
WY W/VJTA HapylleHWe ModeucrycKaHms. Jns maHHoi
OIYXOJIM TaKXKe XapaKTepHbl MeTabOIMIeCKHEe pacCTpOii-
CTBa B BUJE TOBBIIIECHUS YPOBHS KaTeXOJaMUHOB U Ba30-
AKTMBHBIX WHTECTUHAJIbHBIX TENTUAOB. B pe3ynbraTe
y JIeTeil MOTYT BO3HUKATh MPUCTYITHI MOTIMBOCTH, OJe/-
HOCTh KOXHBIX TIOKPOBOB, JMapesi U TUTIEPTEH3Us. DTU
CUMIITOMBI HE 3aBUCAT OT JIOKaIu3aluKu OJacToMbl [6].
V neteit paHHero Bo3pacTa OTHUM U3 MEPBLIX TPU3HAKOB
HaJIMIMSI METACTA30B CIIY>KUT YBEJIMYEHUE TTeYeHU, WHO-
IIa CONMpPOBOXIAIOIIeecs TMOSIBICHUEM Ha KOXe Y3JI0B
royboBaToro IBeTa (BTOPUYHBIN TPU3HAK BEHO3HOTO
3actost). Y JeTeil cTapIiero Bo3pacTa MeTacTa3upoBaHME
BBI3BIBAET OOJIM B KOCTSIX U YBEIMYEHUE TUMMPaTUIECKUX
y3510B. B cityyasix mopaxkeHHus KOCTHOTO MO3Ta KJIeTKaMK
HeiipoOsacToMbl 3a00JieBaHUE MOXET MMETh MPU3HAKU,
XapakTepHble Il JIEWKEMUW: DPa3BUBAIOTCS aHEMUS
1 KPOBOM3JIUSIHUS HA CIIM3UCTBIX 000I0uKax [6].

OO011I1e CUMIITOMBI, KOTOPbIE MOTYT CBUIETEIHCTBO-
BaTb O HeWpoOJacTOMEe, — YTOMJISIEMOCTb, CJIabOCTh,
GJIETHOCTD, INXOpaaKa 06e3 BUAUMONM TTPUYUHBI, MTOTIU-
BOCTb, TIOAKOXHBIE Y3€JIKOBBIE MeTacTa3bl Ha JKUBOTE

OBMEH OlbITOM

WM Ha 1ee, yBeJIMYeHHbIe JUMdaTUUeCKue Y37Ibl,
B3AYTHIN OOJBIION KWUBOT, 3aMTOPbl WM TTOHOCHI, 6OJIH
B XXMBOTE, TTOTEPSI aIlleTUTa, TOITHOTA, pBOTa, CHIKEHHE
Macchl Tejia, 0071 B KOCTSX. Y OTIEIbHBIX MallMEHTOB
3a00JieBaHKE MpPOTeKaeT O0ECCUMMITOMHO, YTO BO MHO-
TOM 3aBUCUT OT cTanuu 3aboneBaHus. Tak, Ha | ctaguu
GeCCUMINITOMHOE TeueHHe oTMmeuaeTcsi B 48% ciyuaes,
Ha Il ctamun — B 29%, Ha 111 ctagun — B 16% w Ha IV
cragun — B 10% cayuaes |3, 6].

JlaGopaTopHBIe METOIbI TMAaTHOCTUKU BHOCSIT BKJIAl
B Bepudukalnuioo auarHoza. B kinMHWYeckoM aHa-
JIn3e KPOBU TIPU TMOpaXKeHWM KOCTHOTO MO3ra MOTYT
HaOMONaTbcsl  aHEMMsI, JICHKOHEWTPONEHMSI, TPOM-
GoruTonieHNsl. B CHIBOpOTKE KpPOBM MOKHO OIpele-
JINTh criepUIecKre s HelpoOIacTOMBI MapKephl:
HelpoHCTIENM(UYECKYI0 €HOJlady, a TakXke ITOBBIIIIe-
HUE YypOBHEW MeTabOJIUTOB KaTeXOJaMWHOB, JaKTaT-
JIeTuaporeHassl U depputrHa. [IpoCcThIM criennaiIn3u-
POBaHHBIM TECTOM TIPW BBIIBICHUN HEWPOOIACTOMBI
SIBJISIETCSL  OTIpe/ieJieHre YPOBHS BaHWIMJIMMHAATBHOM
¥ TOMOBaHUJIMHOBOM KUCJIOT B Moue [6, 7].

IIpu BeIOOpE crniennUIecKoil Teparnuu MPOBOIUTCS
BepU(UKALIMSA TUArHO3a ¢ TIOMOIIBIO TUCTOJOTHYECKOTO
HCCIIeIOBaHUS OMoTNTaTa IEPBUYHOM OITyXOJIU WJIK MeTa-
cra3oB. JlJisi yCTaHOBJIEHUsI CTETIEHW 3JI0KaueCTBEHHO-
CTU HEeWpOoOJACTOMBI BBITIOJHSIETCS DPSII TEHETUIECKUX
WCCIIeIOBaHUil: TTOUCK MyTaluii B reHe MYCN, neneuuii
xpomocoM lp unu 11q. Yka3aHHbBIe TeHETUYECKHE U3ME-
HEHUsI CBUIETEIILCTBYIOT O HEOJIarOMpUsITHOM TTPOTHO3€
3a0oJieBaHus [6].

VYAbTpa3ByKoBOW METOH MCCJIENOBAHUSI TO3BOJISIET
BBISIBUTDH OITyXOJIb U €€ PACIOJIOXEHHUE 0 OTHOIIEHUIO
K BHYTPEHHUM OpraHaM, OIIEHUTh CTEIEeHb pacipocTpa-
HEHMSI 3JI0KaYeCTBEHHOro TIIpollecca M MeTacTaTuye-
ckoro mopaxeHnusi. KommbioTepHast TomMorpadust gaeT
nHOpMalMio 06 aHATOMUYECKOM OTHOIIEHUU OIy-
XOJIM K OKPYXaloIIMM TKaHSIM W OpraHaM, MO3BOJISIET
OLIEHUTh CTPYKTYpPY OIMyXOJu. MarHUTHO-pe30HaHCHasI
TOMOTpadust OPraHOB OPIOITHONM MOJIOCTA W 3a0PIOIITH-
HOTO TMPOCTPAHCTBA AaeT BO3MOXHOCTb YTOUHUTH JIOKA-
JIN3ALIMIO OIyXOJIM, TOYHBbIE pa3Mepbl U COOTHOIIEHUE
€ro C OKPYXAaIIIMMU TKaHSIMU, BBISIBUTh MeTacTaTH-
YecKre OvYaru B OPIOIIHOM MOJOCTH, COCTOSTHUE KOCT-
HBIX CTPYKTYp M MATKUX TKaHEeW MO3BOHOYHOTO CTOJI0a
U TI03BOHOYHOTO KaHama. Haubonee mH(poOpMaTUBHBIM
crenu@uUIecKuM METOIOM TOMWYECKON TUArHOCTUKU
HeipoOIacTOMbI MpHU3HaHA CHUHTUTpadUs ¢ MeTailo-
OEH3MITYaHUAMHOM, MeUYeHHBIM 21, KOTOpPBIN 110 CBOEit
XUMUYECKOW CTPYKTYpe CXOJEH C KaTexOoJaMUHaMM.
DTO BEUIECTBO KOHILIEHTPUPYETCST B OIMYXOJSIX, KOTO-
pble BBIPaOATBIBAIOT KaTeXOJAaMHUHBI. MeTOm TO3BOJIsSeT
BBISIBUTH TIEPBUYHYIO OMYXOJib, HAJIMUME PETMOHAPHBIX
¥ OTIaJIEHHBIX METacTa3oB [6].

CylecTByeT MEXIyHapoIaHasi cucTeMa orpesaeie-
Hus craauii pucka Heiipobiactombl (INRGSS), xoto-
past Ha OCHOBaHMHU OILICHKN (PaKTOpPOB pHcKa, HabJroma-
eMmbIx Tipu Busyanusupylomux tectax (IDRF — Image
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Defined Risk Factors), mo3BoJjisieT onpeneanThb, 4To OIy-
XOJIb OYZIET CJOXHEe YIAJIUTh MPU BU3yanusauuu [6, 7].
INRGSS nenut HelipobiacToMbl Ha 4 cTaguu:

L1 — omyxoib He pacnpocTpaHWIach OT TOTO MeCTa,
rlle BO3HUKJIa, M OTpaHUYeHa OJTHOM YacThlo Tea (1eei,
TPYABIO VJTH KUBOTOM);

L2 — omnyxonb He pacmpocTpaHUiIach (MeTacTa3u-
poBaya) majekKo OT MecTa, Tie BO3HUWKIA (IIpopacTa-
HUE U3 JIEBOM CTOPOHBI XXMBOTA B JIEBYIO 4acTh TPYIN),
HO y Hee ecTb 1o KpaitHeit Mepe onuH IDRF;

M — omnyxoib MeTacTa3upoBajia B OTHAJIEHHYIO
YyacTh TeJa;
MC — wMeractaTudeckoe 3abojieBaHWE Y OeTel

muamie 18 Mec, Ipu KOTOPOM pakK pacIripoCTpaHsIeTCsI
TOJIbKO Ha KOXY, TTe4YeHb U/WJITN KOCTHBII MO3T.

B HacTosiiee BpemsT MeXAyHapOTHOIPU3HAHHAS
cTpaTuUKALIIST pUCKa HEWpOOJACTOMBI, BKITIOYAIOIIAST
BO3pacT, TMCTOJIOTUIO, CTeTieHb, MyTaiuu reHa MYCN,
abeppauuio xpomocoMbl 11q m mounHocts JHK,
WCTIONB3YeTCsS JUIST OTpeAeSicHUS] CTPAaTeTUM JICUeHUS
[6, 7]. TIaTuaeTHSST BHIKMBAEMOCTh MAllMEHTOB C MeTa-
CTaTUYeCKOM HelipobmactomMoit yBenmuuminach ¢ 20%
1o 6osee 50% Onaromapss KOMOMHALIMKA BBICOKOAO3HOM
XUMUOTEPAITUU Y TPAHCIJIAHTALUK ayTOJOTUYHBIX CTBO-
JIOBBIX KJIETOK U AU GhEPEHIIMPYIONINX areHTOB, a TaKXe
WMMYHOTEpPAITM MOHOKJIOHAJTbHBIMUA aHTUTEJaMU TPO-
B GD2 [6—8].

Knunaunyeckuii cnyqaii. Manbuuk A.K., 10 ner, mocry-
ITWJI B TOPOJICKYIO MMOMUKINMHUKY KazaHu.

Anamues xcuznu. PebeHOK ponmics oT TpeTbell Oepe-
MeHHOCTH (1-g GepeMeHHOCTb — MEIUIIMHCKUI abopT,
2-s 0epeMEeHHOCTb — pOJIbl, 30pOBasl JeBOYKa), MPO-
TekaBlllell Ha (hoHe TOKCWKo3a B | TpumecTpe, cTpecca
u aHeMuM Ha 28-i1 Hemese, OT BTOPBIX (DU3MOJIOTHYE-
ckMX ponoB Ha cpoke 38—39 Hen. OreHka 1o IIKasie
Armrap 9/9 6annoB. Macca tena npu poxneHuu 3410 T,
IIMHA 52 CM, OKPY>XHOCTb TOJIOBBI 35 CM, OKPY>XHOCTb
rpynu 34 cM. B ponnome npoBeneHa BakimHauust BLIZK
M TIPOTUB TematuTta B, oT mocienmyroleir BaKIIMHAIIUN
pPOIWTENN OTKa3anuch. IlepeHeceHHBIE 3a00JIeBaHUSI:
OCTpast pecriupaTopHast MHMEKIUs.

B Bospacte 2 yer peOGEHOK KOHCYJIbTUPOBAH JIOTO-
MeIOM B CBSI3U C 3alepKKOM pedeBOro pa3BUTHS: B peUn
HCTIONB30BaJl CJIOBA-3aMEHUTENIM UM 3BYKOTIOApAXKATEIH,
peub B ctamun opMupoBaHus. HaciencTBeHHBI aHaM-
He3 OTITOIIeH TI10 OHKOJIOTMYECKUM 3a00JieBaHUSIM:
y 6a0YIIIKY TI0 MATEPUHCKOM JIMHUY ObIT paK KUIIIEYHUKA.

Anamnes 3abonesanus. B 2,5 roma mosiBuiIachk 00JIb
B JXMBOTe, IBYKpaTHas pBOTa, MOAHSJIACH TeMIlepaTypa
tena no 37,8 °C. O6paTunnch B IMIPUEMHBIN TTOKON OET-
CKOIt GOJIBHULIBI, 0OCMOTpeH XupyproM. CocTOsSTHUE yI0B-
JIeTBOpUTeNbHOe. JKUBOT He B3IyT, MITKWIA, y9acTBYeT
B aKTe JIbIXaHus, 6e3001e3HeHHbIH. CUMIITOMBI pa3apa-
SKEHMST OPIOIIMHBI OTpuLatebHble. CTyl, MOYEUCITyCKa-
HUe 0e3 ocobeHHocTell. B 061IemM aHanm3e KpoBU JICKO-
unthl 8,4+10°/11, remormo6un 119 r/n. IuarHocTrupoBaHa
(pyHKUMOHAIbHAS JUCIIETICHSI, Ha MOMEHT OCMOTpa

JNAHHBIX, TIOATBEPXKIAIONINX OCTPYIO XUPYPTUUIECKYIO
MaToJIOTUIO, He BBISIBJICHO.

B 3 roma 2 Mec MoSIBUINCH pe3KHe OOJU B XXKHUBOTE,
nomHsinack Temmepatypa mo 38,3 °C. O6patwimch
B TIPUEMHBII MOKOM AeTcKoil OGombHUIIbI. CocTosiHUe
npu noctyriaeHuu Tskenoe. Koxa m ciausuctbie 0060-
JIOYKU TIOJIOCTU pTa 4mucThble. CepAeuHO-JIerouHast nesi-
TEBHOCTh  YAOBJIETBOPUTENbHAsA. 2KMBOT yMepeHHO
B3IyT, OOJIE3HEHHOCTh B DIMTACTPaIbHOW O00JIACTH,
JOCTYTeH TIyOOKOM Tajbnaunu. [ledeHb M celle3eHKa
He yBermdeHbl. CTysr 2—3 pa3a B CyTKU, HECKOJIBKO pa3-
KVKeH, Ouype3 He HapymeH. [Ipu yiabTpa3BYKOBOM
WCCIIeIOBAHUM OPraHOB OpPIONIHOM IOJOCTUA TIOA Ava-
¢parMoii crpaBa BU3YaJU3UPOBAIIOCH TUIIEPIXOTEHHOE
OITyXOJICBUHOE O00pa30BaHNWE HECKOJIbLKO HEOIHOPO/I-
HOM COJUIHOM CTPYKTYPBI, C YeTKUMU POBHBIMU KOH-
Typamu, pasmepom 60x48x47 wmwm. IlpenBapuTenbHbII
NMIMATHO3: OIyXOJib 3a0pIOIIMHHOIO IpocTpaHcTBa (?).
ITpu oGcenoBaHNM BBISIBIEHBI aHEMUST (YPOBEHb TeMO-
miobuHa cHuXeH no 78 r/n mpu Hopme ot 110 r/n),
runepkajgbiueMust (o0muin  Kanbiuii 4,42 MMOJb/1
npu HOpMe 110 2,7 MMOJIb/JT); B MUEJIOTpaMMe KOCTHOTO
MO3Ta OMNpeAeNIioTCS eIWHUYHbIE CKOTUIEHUST aTu-
MUYHBIX KJIETOK. [IpyM MarHUTHO-pe30HAHCHOUW TOMO-
rpaduy TOJJOBHOTO MO3ra W3MEHEHWI He BBISBICHO.
Ilpy MarHUTHO-pe30HAHCHOW TOMOrpacuu OpraHOB
TPYIHOM KIJIETKU W OPIOIIHOM TMOJOCTH B CPEIOCTEHUM
W TIOAMBIIIEYHBIX OOJACTSIX OMPENSISUTNCh eMUHUIHBIE
JmmpaTrdeckre y3abl pa3MepoM OT 5 10 8 MM; B 3a0pio-
IIMHHOM TIPOCTPAHCTBE OTpENENISICS  KOHIJIOMepaT
COJIMITHOTO 00pa30BaHUS W M3MEHEHHBIE JMMbaThye-
CKUe€ Y3IIbl ¢ HEUeTKUMU OYTPUCTBIMU KOHTYpaMU, HEOI -
HOPOIHOM CTPYKTYPHI 3a CUET KaJbLIMHALINY pa3sMepaMK
57%x48%x47 mMMm; oTMedasach HEOIHOPOAHOCTb KOCTHOM
CTPYKTYphl 00eMX MOAB3IOIIHBIX KOCTEH 3a CYeT depe-
JIOBAaHMS YIACTKOB pa3peskeHUs U YIUIOTHEHUS C TIEpUO-
cranbHO# peakumeid. [1peaBapuTeIbHBIN TUArHO3: Heil-
pobJiacTtoMa 3a0pIOIIMHHOTO TpocTpaHcTBa (?). YpoBeHb
HelpoHcTIeNM(PUIECKON eHoJla3bl B KPOBU COCTaBWII
28,8 Hr/my mpu HopMe He Oojiee 17 Hr/mu. Bwimos-
HeHa CHOUHTUTpadus ¢ MeTalomaOeH3UITYaHUIUHOM:
Ha MOMEHT HCCJIEIOBAHUST OTMEUYAJIOCh MAaTOJIOTMUECKOe
HaKOIJIEHWe MeTallon0eH3MITYaHUINHA B TeTEPOTEHHOM
o0pa3oBaHUM 3a0pIOIIMHHOTO TPOCTpaHCTBa. BrhImos-
HEHBbI JIamapoTOMUsI, ITUTOPEAYKIIUSI OMYyXOJU 3a0pro-
IIMHHOTO MpocTpaHcTBa. [IpoBeneH Kypc MOTUXUMHUOTE -
panuu 1o ipotokoay NB-2004.

B Bo3pacte 3,5 roga B CBA3M ¢ yXyIILIEHUEM COCTOSI-
HUSI, TIOSIBJIEHUEM Kajl00 Ha 60JIb B KOCTSIX, BOBJIEYEHUEM
B Tipolecc JUMMATUYECKUX Y3JIOB IIIeW, HaIKJIIOUMY-
HOI1 00J1acTH ClieBa peIleHO MPOBECTH pearapaToMUIo
W IUTOPEAYKIIMIO OIMyXOJM 3a0PIOIIMHHOTO TPOCTpaH-
cTBa crpaBa. PebGeHOK i1 nmajbHEHWIETro JIeUeHMUS
HampaByieH B LIeHTp IeTcKoil TeMaToIOTUH, OHKOJOTUM
1 uMMyHosiorud uM. Jmutpus PoraueBa, rme HaOJ0-
JAeTCsl W TIOJydYaeT JieueHWe O HACTOSIIETO BpeMEHU
C IMarHo3oM: HuskoguddepeHIIupoBaHHasT Helipoobia-
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cToMa 3a0pIOIIMHHOTO TMPOCTPAHCTBA C MeTacTaThye-
CKUM TOpaXeHWeM KOCTHOTO MoO3Tra, KOCTeil cKejera,
MSTKUX TKaHeW TOJOBBI, JUM@ATUIECKUX Y3JIOB IIEH,
HagKITIOUNIHOU ob6nactu cieBa, IV cramgmsa. N-MYC-
HeraTuBHas. [pyrma BBICOKOTO pucka. YacTWUUHBIN
OTBEeT. MeTacTtaTuyeckasl TPOTpPecCusi ¢ TMopaxkeHUeM
KocCTell ckeyeTa, KocTHoro Mo3sra. [IpoBenmeHo 18 xyp-
COB XMMMOTEPAIUHU, JydeBast Teparusi, IMMYHOTEPAITHsT
MOHOKJIOHAJIbHBIMU aHTUTEJIAMU.

B HacTostiiee Bpemsi COCTOSIHME TMallMEeHTa TSDKEIIoe
3a CYeT OCHOBHOTO 3aboneBaHus. Koxka M CIM3UCTHIC
000JIOYKM TIOJIOCTH  pTa 4ucThle. CepneuHo-JIerouHast
JIeSITeIbHOCTh  YIOBJIETBOPUTENIbHASI.  2KMBOT — MSITKMIA,
JIOCTYTIeH TIIyOOKoi manbrmauuu. [ledyeHb W cejle3eHKa
He yBemmueHbl. CTyn M IUype3 He HapyllleHbl. YPOBEHb
HelipoHcrennruIeckoit eHomasbl B KpoBU 34,24 HI/MIL
IIpy MarHUTHO-pe30HAHCHOW TOMOTrpachu TOJIOBHOTO
MO3Tra, OPraHOB IPYTHON M OPIOIIHOM TTOJIOCTEN B 9KCTpa-
KPaHUATBHBIX MATKHX TKaHSX TOJIOBBI, B TIPOEKIIMY KOCTEI
yepera MATKOTKaHble TaTOJIOTMYECKUE 0Opa30BaHMUs
He BUBYAIM3UPYIOTCS; eMMHUYHBIA MEJIKUI o4ar B JIEBOM
JIeTKOM; I y3HbIe UI3MEHEHMS TTOKETYTOUHOM JKeJIe3bl.
B 3a0p1oIIMHHOM TTPOCTPAHCTBE OMPENEIAIOTCS KOHTJIOME-
pat CoOMMIHOTO 0Opa30BaHMS U U3MEHEHHBIe JTUM@aTde-
CKMe Y3IIbl C HEUETKUMU OYTrpUCTBIMU KOHTYpaMU, HEOMI-
HOPOIHOM CTPYKTYpBI 3a CYET KaJbLIMHALIMKM pa3MepaMu
39%x26%x39 mMm. CoxpaHsiioTcs mud@y3Hble HW3MEHEHUS
ITO3BOHKOB, HEOIHOPOIHOCTh KOCTHOM CTPYKTYPhI O0EHMX
TTOIB3AOITHBIX KOCTEH 3a CUET YepeAOBaHUsT yIaCTKOB pa3-
PEXEHUS M YTUTOTHEHHUSI C TIEPUOCTATBHOM peaKIveid.
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(aukma unmepecos u PUHaAHCcOB0I NOOOePIUCKU, O KOMOPbIX
Heobxo0umo coobujume.

OBMEH OlbITOM

3aknovyeHue

IIpencraBieHHbIN KIMHUYECKUI CIydyall 1eMOHCTPU-
pYET arpeccuBHOE TeueHUe 3abosieBaHUsI. BhIcOKOTEXHO-
JIOTMYECKUE METOIbI 00CIeIOBAHUS TTO3BOJIUIIN BbISIBUTh
MEepBUYHYIO OITyXOJIb M 00JIaCTM MeTacTa3MpOBaHUS,
a TIpoBOAMMAsI Teparusi — TIPOIJIUTh XXU3Hb MallMeHTa.
OnyxoJib TaHHOTO KJIacca He UMeeT YeTKUX crielndude-
CKMX CUMIITOMOB, BapuaOeIbHOCTh MPOSIBJIEHUI KpaiiHe
IIMPOKA, YTO 3aTPYAHSIET TMAaTHOCTUKY Ha paHHUX 3Ta-
nax. ¥ MHOTMX MalMEHTOB IMarHO3 YyCTaHaBIWBAETCSI
npu pacripoctpaHeHHoir dopme. [loatomy mpu abdmo-
MUWHAJIBHOW 0O0JIM, MUCTIENCUYECKUX CUHIpPOMAax, JIMM-
dageHoMmaTUM, JUXOpaAKe C CUMIITOMAaMM WHTOKCHKA-
11U, Xajo0ax Ha 00 B KOCTSIX MallMeHThl HYXIarTCs
B JIOTIOJIHUTENbHBIX OOCIENTOBAHUSIX C TMPUMEHEHUEM
Buyanusupymomux Meroauk. [lapaHeoruiactuueckuii
CUHIpPOM BcTpevaeTcst y 2% TallueHTOB ¢ HelipobiacTo-
MO#, OHU MMEIOT OICOKJIOHYC-MMOKJIOHYC. Takue netu
MOTYT [JTUTEJIBHO TIOJy4aTh JieYeHWE Y HEBPOJIOTOB,
YTO MPUBOAUT K MO3AHEHN AMArHOCTUKE HEpoOIacTOMBI
[7, 8]. OnHy U3 NPUYKMH 3aTATUBAHUST TUaTHOCTUYECKOTO
9Tarna MOXHO CBsI3aTh C HECOIJIACOBAaHUEM IO BPEMEHU
J1abOpaTOPHBIX W WMHCTPYMEHTAJIbHBIX WCCJIEIOBAaHUI
U KOHCYJIbTAIlM CHenMayucToB. B Kaxmoil moJukin-
HUKe paboTaeT KaOMHET yJIbTPa3BYKOBOI MTUAarHOCTUKMU,
9TO JOCTYMHBIM M WH(MOPMATUBHBIA METON HCCIIEI0-
BaHMs. B Hactosiiiee Bpemsi Bce CIEIIMATIUCThl UMEIOT
CTaHIaPTHI TPOTOKOJIOB 00CIeI0OBaHMsI TIPU TTOA03PEHUN
Ha OHKOJIOTMYECKOE 3a00JIEBaHUE.
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