KnuHuyeckoe Ha6GnwogeHue

https://doi.org/10.15690/vsp.v25i2.3020 W) Check for updates

A.10. PbiHga, J1.U. Nanywa, T.J1. AHTOHeBcKas, U.H. BopoxuoB, H.C. paues, A.B. JlonatuH,
A.B. CaHaKoeBa, A.B. TapakaHoBa, I.B. TepeuieHko

HaumMoHanbHbIM MEANLIMHCKUI UCCIe0BaTE/IbCKUIM LIEHTP AETCKOM reMaTosiorMm, OHKOJIOTMM U UMMYHOIOTUM
um. Amutpusa Porayesa, MockBa, Poccuickasa deaepaums

AnarHocTtuka UHPaAHTUNILHOM
NnoNywapHoOMU rnMombl

C NpMMeHeHueM KOMOUMHUPOBaAHHOM
(npea- u UHTpaonepaLuOHHOMN)
HeMpoHaBUrauuu: KJIMHUYECKUHU ciyyau

KoHTaKTHaa uHpopmauus:

PuiHaa ApTemuil FOpbeBuY, KaHAMAAT MEAULIMHCKMX HAYK, HEMPOXMPYPT OTAENEHNUS JETCKON OHKOA0MMU, XMPYPrii FONOBbI U LIEU U HEAPOXMPYPTiK
HaunoHanbHOro MeaMLMHCKOro UCCNeA0BaTENbCKOrO LIEHTPA ETCKOW reMaTon0ru, OHKOA0rMK M UMMYHoA0rK UM. iMuTpus Porayesa

Appec: 117198, MockBa, yn. Camopbl Mawena, 4. 1, e-mail: artemii.rynda@mail.ru

Cratbs noctynuna: 30.10.2025, npuHsaTa K nevartu: 16.04.2026

O6ocHoBaHue. NHpaHTUNbHas nonywapHas mvoma (MMM — rmmanbHas onyxosb, pa3BuBaloLLasicss BHyTPUYTPOOBHO Man
B MJ1Iaj€HY€ECTBE, YacTo 60/blumMX pa3mepoB. CBOeBpPEeMEHHAs AMarHoCTMKa Onyxoau 3aTpyaHeHa o npuynHe ee peaKoctu
y AeTeln paHHero Bo3pacTta, a TaKKe BCIEACTBUE BapnaTUBHOCTM MOJIEKYSAPHO-FEHETUHECKMX XapaKTEPUCTUK OMyXO/u.
lMpumeHeHne npegonepaynoHHON N MHTPaonepaLMoHHON HEHPOBU3Yyann3aLmm rnpu HEBO3MOXKHOCTHM TOTaslbHOM Pe3eKLnn
Heo6X0AUMO AN yAaneHnss Mop@OI0rM4eCcKr 3Ha4YMMbIX y4aCTKOB OryXO/IeBOW TKaHM, a LUMTOreHeTu4eckKoe uccienoBa-
HMe — [/719 N0CTaHOBKM OKOHYaTe/IbHOro AnarHo3a. OnucaHue KJAMHMYECKOro cay4vas. Pe6eHOK C 3a4€epKKON BHYTpU-
YTPOBHOro pasBuUTUSI U LiepebpaibHON uemnen 2-i cTerneHn, CMHAPOMOM ABUraTesbHbIX HapyleHni. pu HeMpocoHo-
rpagun B Bo3pacte 13 cyT BbiAB/IEHO 06LEMHOE KUCTO3HOE 06pa3oBaHue, KOTOpoe He 6blio ONpeaeseHO KaK OMnyxosb.
B BospacTte 2,5 Mec O0TMEYEHO yBEJIMHEHUE OKPYKHOCTU [010Bbl HA 7 CM, MO AaHHbIM HEMPOCOHOrpaguu onpeseneHo
yBeJIM4eHne KUCTO3HOM NOJIOCTH B IEBOV remucepe, B CBSI3U C YeM BbINOTHEHO BEHTPUKYI0MEPUTOHAIbHOE LIYHTMPOBA-
Hue. B Bo3pacTe 8 mec B pe3y/bTate MarHMTHO-PEe30HaHCHON TOMOrpagmm ro1o0BHOr0 Mo3ra BbisiIBIEHO 06bEMHOE KMCTO3-
HO-comMagHOe HOBOOBpa3oBaHne B 1eBoH remuceepe. C Lesblo MOCTaHOBKU AMarHo3a U onpeseneHns TakKTUKN ae4eHmns
Obls1a NpUMeHeHa KOMOUMHNPOBaHHas HeNpoHaBuraums: Ha npegonepaymnoHHOM atane — Mo3UTPOHHO-IMUCCUOHHAasH TOMO-
rpagus ¢ [18F]-¢pTopaTUATUPO3MHOM, COBMELLEHHAS C KOMIbIOTEPHONH TOMOrpaguer, Bo BpeMs ornepaLmm — HaBuraums nog
YIbTPa3BYKOBbIM M (J1yOPECLIEHTHbIM KOHTPOJIEM. BbINOHEHO LMTOreHETUYECKOE nccie0BaHMe ONyxou, NoaTBepanBLIee
nasbHbIf XapakTtep HOBOOOpa3oBaHUs. 3aKatloyeHue. [TokasaHa Cl0XKHOCTb anarHoctnkmn UMM, a Takke nosb3a npes-
onepalmnoHHON U MHTpaornepaLnoHHON HelpoHaBuraymm ¢ nocaeaylowmMm UUTOreHETUYECKUM UCCaeg0BaHNEM A/1s yCTa-
HOBJ/IEHMS] OKOHYaTE/IbHOro AMarHo3a.

KnroyeBblie cnoBa: MHPaHTU/IbHbIE [TIMOMbI, MO3UTPOHHO-3MUCCHUOHHAsA ToMorpagus, [L8F]-pTopaTMATMPO3KnH, 5-ammuHone-
BY/IMHOBaSs KMCJ/0Ta, ybTpa3ByKoBas HaBUralus, MarHUTHO-pe30HaHCHas ToMorpadus, ¢ayopecueHTHas HaBurayms
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OBOCHOBAHME
Onyxonu ueHTpanbHOW HepBHOW cucTembl (LLHC) aBng-

TMN rMoM O6bIYHO pacrnonaraeTcs cynpaTeHTopuanbHO
W, KaK NpaBuio, MMeeT Bna O6LMPHON OMYXO/n C NpU3Ha-

loTca HanMbosee pacnpoCTPaHEHHbIMU COMAHBIMU OMyXO-
MU Y AeTen ¢ 4yacToton okono 5,5 cnydaa Ha 100 ToiC.
AeTcKoro HaceneHus [1—-3]. Okono 45% cnyvyaeB onyxonen
LUHC y geten coctasnstoT rvomsbl [1, 3, 4]. B knaccuowu-
Kauuio onyxonen LUHC BcemupHOM opraHusauuu 3gpa-
BOOXpaHeHus nocne obHoBneHna B 2021 r. 6bina BKIO-
YyeHa HoOBas HO30/0rMyeckas eanHuua — MHbaHTUIbHasS
nonywapHas rnavoma (UMM [2, 3]. Bnocneacteum 6bino
YCTaHOBJ/IEHO, YTO MJlafleHYecKas rmuomMa nmeeT xapaKkrep-
HbIM MONEKYNAPHbIN NPOPUIbL — XUMEPHbLIA TPAHCKPUNT
reHoB peLenTopHbiX TMPO3uMHKMHA3 (NTRK, ROS1, ALK
n MET) [5—7]. XUMepHbIN TPAHCKPUNT C yHacTneM reHa MET
ob6HapyxmBatT y 6-18% 6onbHbIXx ¢ UM [1, 7, 8]. 3t0T

KaMW KUCTO3HOM TpaHchopmauuu, Ho 6e3 BblpaxKeHHOro
nepudoKanbHOro OTeKa, OKa3blBaloWero 3HayuTesibHoe
B/IMSIHWE Ha OKpYrKalolliMe MO3roBble CTPYKTypbl [1, 9, 10].
OnucaHbl cnyvyam v NenTOMEHWHreanbHOW JUcCeMUHa-
LMK onyxoneBbiXx KneTtok — B 1-3% [1, 5]. OnucaHbl
eanHuyHble cnydan WM [5]. AuddepeHumnansHas aua-
rHoctnka UMM ¢ gpyrumun 3a6onesaHuamun LIHC 3atpyg-
HUTENbHa Yy [eTen rpyaHoro (MnajgeH4Yeckoro) Bo3pac-
Ta M Yy NauMeHTOB CO CKYLHOW KIIMHWYECKOM KapTUHOW
3aboneBaHud [1, 5, 11].

Hwxe npeactaBneHo onucaHuve AauarHoctukm WIMC
y pebeHKa, 3aTpyAHEHHOW HEeAOCTaTO4YHON U HEOAHO3HAYHOM
MHPOPMaLMEN, MOSlYYEHHOM C MOMOLbIO HEWPOCOHOrpa-



GUM U MarHuTHo-pesoHaHcHow Tomorpadumn (MPT), u npe-
UMYLLECTB KOMOUHMPOBAHHON HEMpOHaBUrauuu ¢ npumeHe-
HMEM MNO3UTPOHHO-3IMUCCUOHHON TOMOrpadun, COBMELLEHHON
C KoMnbloTepHOM ToMorpaduein ¢ [28F]-hTopaTUATUPO3UHOM
([*8F]-®3T-N3T/KT), Ha npeaonepaLMoHHOM aTane 1 UHTpaone-
PaLMOHHbBIM yNbTPa3BYKOBLIM M GNYOPECLEHTHBIM KOHTPOMIEM.

KNUHUYECKUHA NPUMEP

O nauueHTe

Manbuumk K., Bo3pact 9 mec. lNpu noctynneHum xanobsi
poauTenen Ha Kanpu3HOCTb pebeHKa, nepuoamyeckn bec-
MOKOWCTBO, BblbyXaHWe POAHNYKA, CHUXKEHME ABUraTeIbHOM
aKTMBHOCTU B MNpaBblX PyKe U HOre B CpaBHEHME C SIEBbIMU
pYKOM ¥ Horow, 6epeT npeaMeTbl TOJIbKO IEBOW PYKOW,
YyacTble CPbIrMBaHUS.

AHaMHe3 3a6osneBaHus. [locne poxaeHus pebeHoK
HaxoAunca B OTAENEHWW NATONOMMKU HOBOPOMXKAEHHbIX U HEeao-
HOLLEHHbIX 1eTen B Te4eHne 8 CyT C AnarHo3om: «3aJeprkKa
BHYTPUYTPOOHOIrO pPasBUTUA MO TUNOTPODUYECKOMY TuMy
1-1 cTteneHun, uepebpanbHasa uwemus |l cteneHun, CMHAPOM
ABWUraTeNbHbIX HapylweHun. Manas aHoManus pas3BUTUS
cepaua. OTKpbIToe oBanbHOE OKHO. locTrunokcuyecKkas
KapauonaTus». [ony4yan nevyeHne ¢ MNONOKUTENbHOW AMHA-
MWKOM B COMaTM4YeCKOM M HEeBpPOJSIOrMYecKoM cTaTyce. Ha
13-e cyT nocne poxaeHuns 6blsia BbINOSHEHA HEMPOCOHOMpa-
dws. B 3aK04EHMMU: HE3HAUYUTENIbHOE CMELLEHNE CPEeANHHbIX
CTPYKTYp 3a c4ET 06bEMHOI0 KUCTO3HOro 06pa3oBaHus, BO3-
MOXHO, BCNeLCTBME NEBOCTOPOHHEro Cyb6aneHaMManbHOro
KPOBOW3NUAHWUS, C MPUCOEANHEHNEM BTOPUYHOW MHPEKLNK
¢ GOPMMPOBAHMUEM KUCTO3HbIX MOIOCTEN; aCUMMETPUS pas-
MEpPOB MNepefHMX POroB GOKOBbLIX YENyA04YKOB 6€3 pacllu-
PEeHUS IMKBOPHbIX N0A060M04YEYHbIX MPOCTPAHCTB; YCKOPEH
KPOBOTOK, CHUXEH MHAEKC PE3UCTEHTHOCTU B NEPEAHMX MO3-
roBbIX apTepusix. PEKOMEHI0BaHO NpoBeaAeHWe MOBTOPHOM
HenpocoHorpadum No MecTy XuTenbCcTBa, HO 6e3 yKadaHus
BPEMEHHOI0 MHTEpPBana.

Yepes 2,5 mec pebeHOoK 6bl1 0CMOTPEH denbalepom no
MeCTY uTenbcTBa. OTMEYEH POCT OKPYKHOCTU FOMI0BbI Ha
7 cM B TedeHue 1 Mec, BbIMNOMHEHA NOBTOPHAs HEMPOCOHO-
rpadus. KnMHMYEeCKN 3HaYUMbIX UBMEHEHWUI COMATUYECKOro
W HEBPOJIOrMYECKOro cratyca pebeHKa He oTmedyeHo. [1o
[JaHHbIM HEenpocoHorpaduun BbIIBAEHO 3HAYUTENbHOE CMe-
LleHMEe CPEeANHHbIX CTPYKTYP B NpaBylo CTOPOHY 3a CYET 3Ha-
YUTENbHOW KUCTO3HOW MOJSIOCTH, KOTOpas 3aHMMaeT NpaKTu-
YEeCKMW BCIO MapeHxMMy Mo3ra neBoro nonylapus. Atpodus
M KMCTO3Has TpaHchopMaLma NapeHXMMbl CO CcAaB/IEHUEM
MO3}e4YKa W 340POBOM YacTu Mo3ra. YunTbiBasi 9TW JaHHble
B AMHaMWKe, Gbl10 MPUHATO PELUEHME O rocnuTann3auuu
nauveHTa B 06GNACTHYO AETCKY KAMHWYECKYIO GObHULLY.
MauneHTy No AaHHbIM HEMpOCcoHOrpadun B HEMPOXMPYPIU-
4YeCKOM OTAeNEHUMN BbIN0 BbINOMHEHO BEHTPUKYNONEPUTOHE-
anbHoe WYyHTMPOBaHWe cnpasa. BbinMcaH ¢ NONOXUTENbHON
OMHAMUWKOM: MO pesynbrataM HenpocoHorpadum oTMeyveHo
YMEHbLLUIEHWE pa3MepoB KMCTO3HOW MONOCTH.

Yepes 5 Mec nauumeHT 6bll BHOBb rocnuTanin3upoBaH
B HEMpoXvMpypruyeckoe otaeneHve o61acTHOM AETCKOW KIu-
HUYECKOM 60/IbHULbI C anobaMu poauTeNnen Ha HapyleHue
CHa y pebeHKa, 6eCrnoKOMCTBO, Kanpu3HocTb. KoHcynbTaums
odTanbmosora: Ha ra3sHom gHe 6e3 natonoruu. MNauneHty ycta-
HOBMEH AnarHos: «CocTosiHMe nocne BEHTPUKy/IonepuToHeasb-
HOrO LWYHTUPOBaHMA cnpasa. Murpauma KpaHWanbHOIrO0 KOH-
Lja BEHTPUKYNOMEPUTOHEANbHOrO LWyHTa». HasdHayeH agnakap6
250 mMr no 1/4 TabneTku ¢ LeNblo CHUKEHUS BHYTPUYEPENHOTO
faBneHus. B nepuog rocnutannsaumm BoinosHeHa MPT ronos-
Horo mo3ra (pexumbl: 3D-T1 FSPGR (BRAVO), T2WI, T2FLAIR,
DWI, ASL, 3D-T1 + KnapwvcKaH (ragoTepoBasi Kucnorta) 2 Mi)
noJ HapKO30M /151 UCKIIOYEHUS 06bEMHOro HOBOOGPa30Ba-
HUS B NopaHLedannyeckon Kucte. Mo gaHHbIM MPT ronoBHOro
MO3ra C KOHTPAaCTHbIM YCWIEHMEM TafJo/IMHUEM BbISBNEHO
COCTOSIHME MOCNE OMNEPaTUBHOIO nevyeHuss, AedekT B NOOGHOM
Koctu cneBa Ao 10 MM ¢ nponabupoBaHUEM NUKBOPHOIO
COAEPKMMOro NoaKoxKHo 19 X 10 mm. LyHTMpoBaHue cnpaBa,

Artemy Yu. Rynda, Lyudmila I. Papusha, Tamara L. Antonevskaya, Igor N. Vorozhtsov, Nikolay S. Grachey,
Andrey V. Lopatin, Agunda V. Sanakoeva, Alexandra V. Tarakanova, Galina V. Tereshchenko

Dmitry Rogachev National Medical Research Center for Pediatric Hematology, Oncology and Immunology, Moscow,

Russian Federation

Diagnosis of Infantile Hemispheric Glioma via Combined
(Pre- and Intraoperative) Neuronavigation: Case Study

Background. Infantile hemispheric glioma (IHG) is a glial tumor (often large sized) that often develops in utero or during infancy. Timely
diagnosis is challenging due to its rarity in young children and the variability of its molecular genetic characteristics. Implementation
of preoperative and intraoperative neuroimaging allows to remove the most morphologically significant areas of tumor tissue when
total resection is not possible, while cytogenetic analysis allows for a definitive diagnosis. Case description. The child with intrauterine
growth retardation has grade 2 cerebral ischemia and movement disorders syndrome. Neurosonography at 13 days of age has revealed
large cystic lesion that was not identified as a tumor. An increase in head circumference up to 7 cm was noted at the age of 2.5 months,
while neurosonography has shown enlargement of the cystic cavity in the left hemisphere, thus ventriculoperitoneal shunting was
performed. Magnetic resonance imaging of the brain has revealed a large cystic and solid lesion in the left hemisphere at the age
of 8 months. We used combined neuronavigation to establish the diagnosis and determine treatment tactics: preoperative positron
emission tomography with [18F]fluoroethyl-I-tyrosine combined with computed tomography and ultrasound and fluorescence guidance
during the surgery. Tumor cytogenetic analysis was performed and confirmed the glial nature of the neoplasm. Conclusion. This case
shows the complexity of IHG diagnosis and the benefits of preoperative and intraoperative neuronavigation, as well as cytogenetic
testing, to establish the final diagnosis.
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

OWCTaNnbHbIM KOHeLl, LWyHTa B I0O6HOM o6nactu, B cybaypasnb-
HOM npocTpaHcTBe. B nob6How fone cneBa KUMCTO3HO-CONUA-
Hoe HOBOOOGpa3oBaHWe (06LWmMi pasmep 77 X 71 X 68 MMm)
C OKpYyXalolMM HeBbIparKeHHbIM OTEKOM, 6€e3 MOBbIUEHUS
LepebpanbHOro KPOBOTOKA. PaaMepbl KUCTO3HOMO KOMMOHEH-
Ta 68 X 48 X 65 MM (NpuMepHbI 06beM 110 mn), pa3mepbl
COIMAHOIrO KOMMNoHeHTa 44 X 45 X 47 MM, CONUAHbIN KOMMO-
HEHT reTepOreHHbIM Mo CTPYKTYpeE, C OT/IOXEHMEM FreMocHaepu-
Ha no nepudepmmn ¢ AUHGOY3HbIM HAKOMIEHNEM KOHTPACTHOMO
npenapara, B KUCTO3HOM KOMMOHEHTE Ha/lM4Me NepPeropookK.
O6pasoBaHue caBMBaeT NIEBbIM GOKOBOW U TPETUM XKeNyaoy-
KM, CMeLLaeT CpeanHHbIe CTPYKTYPbI Ha 7 MM, cy6apaxHouaasb-
Hble MPOCTPaHCTBA CyXKeHbl, 60PO3bl N0 KOHBEKCUTANbHOM
NOBEPXHOCTU crnaxkeHbl. Cy6aypanbHOe CKOMIEHUE KUAKOCT-
HOr0 COAEPKMMOro NMKBOPHOW NIOTHOCTU B NOBHbIX U TEMEH-
HbIX 06/1aCTsAX MO BCEN KOHBEKCUTANIbHOM MOBEPXHOCTU: cnpa-
Ba ToLWMHOM A0 15 mm, cneBa — 0 20 MM. LiuctepHanbHble
JIMKBOPHbIE MPOCTPAHCTBa He paclwupeHbl. XKenynoykoBasi
cucTeMa ¢ OAHOPOAHBLIM COAEPXMMbIM, MpaBbii GOKOBOW [0
8 mm, lll xenyaouyek wenesuaHbin, IV xenyaoyek no cpegHen
JIMHUK, He paclnpeH. Mpo3payHas neperopogka He M3MeHe-
Ha, 6e3 ONONHUTENbHbIX 06pa3oBaHUi. ba3anbHble raHrmum,
Tanamyc, BHYTPEHHS M HApYKHas Kancynbl cnpaBa npaBuib-
HO PaCMONIOXKEHbI, C HOPMaslbHbIMW CUIHANIbHLIMK XapaKTepw-
CTMKamu, cneBa — He anddepeHumpytotes. Mo3xevyok 6e3
nameHeHun. OTeK A4eeK COCLLeBMAHOrO OTPOCTKa cnpasa.
CTpYKTYypbl Op6UT 6€3 0CO6EHHOCTEN. 3aKIlOHEHME: KMCTO3HO-
CO/IMAHOE 0B6pa3oBaHue NeBon remmchepbl ¢ Macc-adheKTom
M CMELEHNEM CPEAMHHbIX CTPYKTYp, AuddepeHumpoBaTb
NIeoOMOPPHYI0 KCaHTOACTPOLMTOMY C MWIOLMUTAPHOM acTpo-
LIMTOMOW; ABYCTOPOHHWE TUrPOMbl B JIOGHbIX U TEMEHHbIX
061acTsX; COCTOSIHME MOCNe ONEPaATUBHOMO JIEHEHUST — LUYH-
TMpoBaHus crpasa (puc. 1A, b).

Mo paHHbIM 33l OCHOBHOW PUTM OTYET/IMBO HEe orpe-
nensetcs. Npu npoBeaeHnn Npobbl ¢ pasgpaxeHmem doTo-
HamMu CBeTa NaToNIorM4eCKUX U3MEHEHUM He OTMeYeHo. 3a
BpeEMS MUccnefoBaHUa anunentMdopMHON aKTUBHOCTU He
3aperncTpupoBaHo.

[Mocne BbigBNeHUs no aaHHbIM MPT 06bEMHOro KMCTO3-
HO-CO/IMAHOro 06pa30BaHMA NaLMeHT NO HanpaBieHUo Gbin
rocnuTanu3nMpoBaH ansa onepaTtuBHOro neyeHus B Hauuo-
HaNbHbIM MEAULIMHCKUIA NUCCNeaoBaTENbCKUIM LIEHTP AETCKOM
remMaTosiorMu, OHKOMOTMKU U uMMyHonorun (HMWL, AFOW)
um. Amutpus PorayeBa (MockBa).

AHaMHe3 XHU3HHU. PebGeHOK OT BTOPOM GEpPEeMEHHOCTH,
npoTeKaBlUeX Ha GOHE TOKCMKO3a, BarMHuWTa, 0O0CTPEHUSA
XPOHWYECKON reprnecBupycHon WHbeKuuu. Poabl BTOpble,
B CPOK 37 Head, camocCTosATENbHble, AUTENbHbIN 6e3BOoa-
HblM Nepuod. XpoHW4YecKass no4vyeyHas HefoCTaTOYHOCTb.
BHyTpunyTpo6GHasa 3agepKKa pasButnsa 1-n cteneHun. Macca
Tena npu poxaeHnn — 2320 r, annHa Tena — 48 cm. o
wKane APGAR — 8/8 6annos.

®dusuKanbHaa gMarHocTuKa

ObLlee COCTOSiIHME CpefHen TAecTU. KoxHble MOKpo-
Bbl 6/1€4H0-pO30BbIe, cyxne. OTekn OTCyTCTBYIOT. lNepudepu-
yeckne nnumaooyanbl He yBennyeHbl. OKPY>KHOCTb FON0Bbl —
48 cM. bonbwon pogHMYOK 4 X 4 cM, yMEPEHHO HarpsiKeH.
fonoBa rugpouedanbHon GOpMbl: BbICTynalowme n06HbIe
6yrpbl, npeobnagaHMe MO3roBOro 4yepena Hag SULIEBbLIM.
B 06uemM comaTMyecKoM cTaTyce CO CTOPOHbI CEPAEYHO-COCY-
[LWCTON, AblXxaTeNbHOM, NULLEBAPUTENBHON, MOYEBbIAENUTENb-
HOM cucTemM — B npeaenax GruanonorMyeckom HopMbl.

HeBponornyeckui ctatyc. Co3HaHue sicHoe. 3afeprKka
B NPUOOGpPETEHNN HaBbIKOB, 3aflePKa NCUXOMOTOPHOIo pas-
BUTUSA. HYepenHo-mMo3roBble HEPBbLI: 3a NpeaMeTamu Cneaut.
[nasHble LWenn CUMMETPUYHbIE. 3padyku CUMMETPUYHbIE,
paBHble. CumnToM [pede nonoxutenbHblN. Jlerkoe pac-
xoasduleecs Kocornasune. dotopeakunu xuBble. PeaKuuu
KOHBEPreHLUMM U akKoMOoAaL MK COAPYKECTBEHHbIE. HUcTarm
rOPU30HTaNbHbIV MEeNKopa3maluncTbin. Junnonuu Het. Jnuo
aCUMMETPUYHOE, CIIaXKEHHOCTb MPaBOW HOCOTyGHOM CKnaa-
Kn. Cnyx coxpaHeH. [MoTaHve He HapyweHo. HapyleHus
QYHKUMKM MbIWL, MATKOro Heba HeT. PedneKcbl ¢ 3agHen
CTEHKM [NOTKWU BbI3bIBAOTCA. TOHYC U CUMIa MblLIL, CHUXKEHbI
cnpaBa. A3blk Mo cpegHen nuMHuKW. PedneKcbl opanbHOro
aBTOMaTU3Ma oTpuuaTtenbHble. [IBuratenbHas chepa: camo-
CTOATENbHO NepeBopayuBaetca. [010BYy He yaepXuBaerT.
[MpaBOCTOPOHHUI remunapes Ao 3 6annoB, 6epeT NpPeaMeThbI
TONbKO NEBOW PYKOW. MbIlEYHbIM TOHYC CHUXXEH cnpaBa.
Atpoduun, runotpodpumn MmblwL, HET. HapylweHue 4yBCTBM-
TEeNbHOCTU JOCTOBEPHO HE OLEHUTb U3-3a Bo3pacTa pebeH-
Ka. PednekTopHas cdepa: pedfieKCbl CHUMEHbI crpaBa.
YBEpPEHHO MepeBOpayMBaETCs TOJIbKO Ha NEBYID CTOPOHY,
npu NomnbITKax Nosi3TM onupaeTcs 60Mblle Ha NeBYylo CTOPO-
Hy, M0OXO YAEPXKMBAETCA B MOJIOXEHUN CUAS, paBHOBecCHe
OEPXKUT MNJIOXO, FONOBY AEPMUT YBEPEHHO, He BCTaeT, 3a
npeametamu cnegut. MeHuWHreasbHble CUMNTOMbl OTpULa-
TeNbHble. Ta30BbIX HapylleHUM HET. BeretatuBHbIX KOXHbIX
NPOSIBNEHUM HET.

JlaGopaTopHble uccnefoBaHua

Mo faHHbIM KIMHWYECKOro aHann3a KPoBU: KOMMNEHCUPO-
BaHHbIN MeTaboMYeCKUN auno3, HE3HaYUTENLHOE MOBbI-
lWeHue KoHLeHTpauun C-peaKTUBHOro 6efka, XpoHU4yecKas
aHeMUS Nerkom CTENeHn TAXKECTU (KOHLLEHTpaLMs remorso-
6vHa — 95 r/n).

WUHCcTpyMeHTaNnbHble UccnesoBaHus

C uenbto anddepeHumanbHON AUMarHOCTUKU MMetoLle-
rocs o6bemMHOro o6pas3oBaHWs ONOBHOMO MO3ra nauu-
eHTy npoBegeHa [18F]-®3T-N3T/KT. MMpenapaT CUHTe-
3MpoOBaH B MexaucuumnamHapHoMm ueHTpe HMWL ATOU
uMm. AMutpura PorayeBa ¢ MCNONb30BaHWEM MOAYNSA CUHTE3a
GE TRACERIlab FX-FN (GE Medical Systems, CLUA). MauneHT
ronofan B TeyeHue 6 4 go nposeaenuns MIT/KT. Yepes
20 MWH Mocne BHYTPUBEHHOM WHBbEKLMK [18F]-DIT (aKkTuB-
HocTb 156 MBK, pas6poc £69 MEK) npoBefeHO CKaHMpo-
BaHWe Ha WHTerpupoBaHHoOM [13T/KT-ckaHepe Biograph
mCT 64 (Siemens Healthineers, lepmanus). [laHHble cTa-
Tnyeckon M3T-amuccumn cobupann B TPEXMEPHOM peXUMe
C ucnonb3oBaHnem Matpuubl 200 X 200 B TeyeHne 10 MUH.
Mocneayouwme KT-ckaHMpoBaHWa 415 KOPPEKLMK 3aTyXaHus
BbIMOMHAMM C UCNONb30BAHMEM HW3KOLO3HOIr0 MpPOTOKONa
(CARE Dose 4D; 80 mAc; 120 KB; matpuua 512 X 512; ton-
WMHa cpe3a 2 mMm; war 30 mm/c; BpeMs BpaleHusa 0,5 c;
nHgekc wara 0,8). N306paxeruns MNIAT 6bINK PEKOHCTPYUPO-
BaHbl MTepatnBHO (TrueX; 3 utepauuu; 24 NOAMHOXKECTBa;
dunbTpauma laycca, 2 MM; KOppekuua pacnafa, 3aTyxa-
HUS M paccesiHus) C UCNOSb30BaHWEM CreLmann3npoBaH-
HOro MPOrpaMMHOro ob6ecnevyeHnss MPOM3BOAUTENS Syngo
MI.PET/CT (Siemens Healthineers, [epmanus).

[JdaHHble [18F]-d3T-N3T/KT-cKaHMpOBaHWSA He3aBUCH-
MO OLEeHWBaNM ABa Henpopaauosnora. Pasnunuma B crneuu-
GUYHOCTH norfouleHnn onyxonblo pagnodapmnpenapaTa
(P®I) ocHoBbIBanoCb Ha KOMOWHWMPOBAHHOM aHanuae



Puc. 1. MaumneHT K., ManbynKk 9 mec, ¢ MHGaHTUIbHOW NONyLIAPHON FMMOMOK NIeBON reMucdepbl Mo3ra: pesynbTaTbl HeMpPoBU3yanusaLuu
Fig. 1. Patient K., 9-month-old boy, with infantile hemispheric glioma of the left hemisphere: neuroimaging results
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MpumeyaHne. MPT ron0BHOMO MO3ra C KOHTPACTHbIM YCUIEHUEM rafloIMHUEM (aKCWasbHble CPEe3bl): OMyXOlb MMEET MMOWHTEHCUBHBLIA CUrHanN
Ha T2-B3BeLleHHbIX N306paxeHunsx (A), U30MHTEHCHBHbIN Ha FLAIR-u3o6paxkeHusx (b) n runepuHTEHCHBHBIN Ha T1-B3BeLEHHbIX 306paxeHusx (B).
MN306parkeHuns B pexxume CBV (cerebral blood volume) map (I): BbisBASETCS YTONLLEHHbIN 06040K C NOBbILLEHHON BaCKynsipu3aL/Men, COOTBETCTBYIOLLMM
HEpPaBHOMEPHOMY U HEOJHOPOAHOMY KOHTPACTHOMYYCUIIEHMIO. AKCHanbHble MP-1306paseHus ronosHoro Moara ([). [18F]-d3T-M3T/KT-ckaHupoBaHue:
MN3T/KT-n306parkeHne ronoBHOro mMosra, akcuanbHbii cped (E). HakonneHnve pagvodapmaueBTMHECKOro npenaparta B AMHaMUKE BO BCEX Tpex
obnactax onyxonu (XK). CoBMelleHHble akcuanbHble n3o6parerus (M3T/KT u MPT) ronoBHoro modra (3). 1 — 1-i y4acTOK Onyxonu;
2 — 2- y4aCcToK onyxonu; 3 — ocTasbHas YacTb COMMAHOIO KOMMOHEHTA OMyXO/H.

Note. Gadolinium-enhanced MRI of the brain (axial sections): the tumor is hypointense on T2-weighted images (A), isointense on FLAIR images
(B), and hyperintense on T1-weighted images (B). CBV (cerebral blood volume) map images (I'): a thickened rim with increased vascularity is
revealed, corresponding to uneven and heterogeneous contrast enhancement. Axial MR images of the brain ([). [18F]-FET-PET/CT scan:
PET/CT image of the brain, axial section (E). Dynamic uptake of the radiopharmaceutical in all three areas of the tumor (3K). Combined axial
images (PET/CT and MRI) of the brain (3). 1 — first tumor site; 2 — second tumor site; 3 — remaining solid tumor component.

[18F]-PIAT-NAT/KT 1 MPT, npenblaywmx BU3yann3aLMoHHbIX
ncenenoBaHmi M KIIMHUYECKOro aHaMHesa.

CHayvana 6bl/1 BbINO/HEH BM3YalibHblH OCMOTP CKaHOB Ha
npeamMeT nornoweHns onyxonbto PPM. 3atem Ha akcuanb-
HOM cpese, NpeacTaBAoWeM MaKCUManbHoe norolweH1e
onyxosiblo, 6blM BblGpaHbl 06/1acT MHTepeca. boinn nony-
YeHbl CTaHLapTU3UPOBAHHbIE 3HAYEHUs MOTOoWeEHUA A4S

MaKcumasnbHoro (SUV,,,,) ¥ cpeaHero norioLeHus onyxosbio
(SUV,1ean) MyTEM MOMeLleHns 10-MUNIMMETPOBON OKPYrIIon
obnacTtn nHTepeca Haf 061acTbio C MMKOBOW aKTUBHOCTbIO.
Ons oueHKn GOHOBOW aKTMBHOCTM Obl1 BblGpaH BU3yalsib-
HO HOpMasibHbIM MO3I Ha KOHTpanatepasjbHOM Monywapuu
(SUVgyg), BbIMONHEHa OLEHKa [AaHHbIX, BKO4as pacyeT
COOTHOWeEHUSA onyxonb/doH (TBR). 3atemM 6binn paccyu-
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TaHbl cpeAgHee M MaKCMManbHOe COOTHOLIEHWE OMnyxonb/
®0H (TBReans TBRyaw)- 4019 AanddepeHumaL i B1UTanbHON
0onyxonu OT HecneundUYeCKMX UBMEHEHUI MCNONb30BaIUCh
CcTaHfapTHble noporoBble 3HavyeHus TBR. KonuvectBeHHas
oueHKa SUV,,,,, NpoBesieHa odnaiH nyteM CoBMELLEHUS iaH-
HbIX, MoAy4eHHbIX npu [18F]-dIT-NIT/KT, a TakKe AaHHbIX
MPT ¢ ucnonb3oBaHnem npotokona Oncology.

Mo gaHHbIM [18F]-dI3T-NI3T/KT-ckaHupoBaHus TIg (total
inflammatory glycolysis, KonuMyecTBeHHas oOLeHKa obbema
MeTaboMYEeCKN aKTUBHOW apTepuanbHOM TKaHW) CONUA-
HOW YacTu onyxonu coctasnsana 0,7 r/mn X cm3, Av (active
volume, MeTaboMYeCKM aKTUBHbIN 06beM TKaHun) — 1,03,
ROI (Region of Interest, nHaekc Hakonnexwna POM) — 1,11.
Ho cTpyKTypa onyxonu BKAO4ana M [Ba yd4acTka c 6onee
BbICOKMM YpOBHeEM HaKonnexwusa POl (puc. 1E, XK, 3). Xapak-
TepUCTUKM 1-ro yqactka onyxonu: Tlg — 1,0 r/mn X cm3,
Av — 3,10, ROl — 3,28. XapaKTepUCTUKK 2-ro y4acTKa ony-
xonu: Tlg — 0,5 r/mn X cm3, Av — 2,96, ROl — 3,16. Takum
06pa3oM OblIM YyCTaHOBMIEHbl HEOAHOPOAHOCTb MeTabonu-
YECKOW aKTUBHOCTM OMYXOJ1, a TaKXKe BeposATHbIE 3/10Kave-
CTBEHHbIE YHACTKM OMyX0/W, YTO BaXKHO MpW ONpeaeneHuu
[anbHEWLWEeN TaKTUKKU XMPYPIrMYECKOro JIeYEeHUs U yCTaHOB-
JIEHWNS TUCTOIOMMYECKOr0o AMarHosa.

B Bospacte 10 mec pebeHKky B HMULL AFOU nim. Omutpusa
PorayeBa BblINOMHEHA KOCTHO-MAACTMYECKaa TpenaHauus
yepena cneBa C MUKPOXMPYPrMYECKUM yAaneHWeM Onyxo-
M NOA4 YNbTPa3BYKOBbIM U GyOPECLEHTHBIM KOHTPONEM.
C uenblo MHTpaonepaLmoHHOro $GayopecLLEHTHOrO KOHTPO-
N9 nepesj onepauver 3a 4 4 OO0 OCHOBHOro 3Ttana yaa-
NIeHUs naLuMeHT Noay4un nepopanbHo npenapaT AnaceHc

(5-AJ1A — 5-amunHoneBynuHoBas kucnota; HUOMUK, Poccus)
B Ao3upoBKe 20 Mr/Kr maccol Tena, passeieHHbin B 10 mn
CTEPWIBHON BOAbI.

Bo Bpems onepauun NPOBOAMNM aHanu3 WHTpaone-
PaLMOHHBIX YNbTPaA3BYKOBbLIX M306paxeHUn 060uX yyacT-
KOB OMyX0O/M, BbISBAEHHbIX MO AaHHbIM [18F]-d3T-MIT/
KT-ckaHupoBaHus. 1-W y4yacToK onyxonu umen 6onee
FMNO3XOreHHbIN YNBTPa3BYKOBOW CUTHaN B CPaBHEHWUU CO
2-M y4acTKOM onyxonu (puc. 2A, b) 1 0OTHOCUTENbHO OCTasb-
HOro CONMMAHOro GparMeHTa onyxosu.

BbinofiHEHHaA WHTpaonepauuoHHas dayopecLeHTHas
OnarHoCcTMKa ¢ MHAyKTopoMm dnyopecueHummn 5-AJ1A B o6omx
y4acTKax onyxosiu, BbIIBNEHHbIX MO AaHHbIM [18F]-d3T-N3T/
KT-cKaHMpoBaHuKs, NoKazana oTpuuaTenbHbll pe3ynbrart.
CBeyeHne onyxoneBon TKaHu B pexxmume GnyopecLeHLmn He
Habnoganu Bo BpeMs BCEro onepaTMBHOro BMeLLaTebeTBa,
BO BCEX yyaCTKax OMyXxonu, Ha pasHbiXx 3dTanax yaaneHus
(puc. 2B, ). Onyxonb 6bina yganeHa cy6toTtanbHO BBUAY ee
pacnpocTpaHeHus B GYHKLMOHaNbHO 3HayuMMble 0651acTu
roJIOBHOIO MO3ra.

Mpyv naToMopdONOrMH4ECKOM WCCAEAO0BAHUM OMNyXOnu
0oGHapyXeHbl TUCTONIOrMYecKas KapTuHa M MMMYHOGDEHO-
TMN OTrPaHWYEHHOW [NMOMbI HM3KOro MoTeHuMana 3no-
KayecTBeHHOCTU. C y4yeTOoM BoO3pacTa MNauMeHTa, AaHHbIX
MHCTPYMEHTANbHON HEeMWpoBM3yanusauum Wu pesynbraToB
LMTOreHETUYECKOr0 UCCNeAoBaHna BbliBieHHble MOpdO-
NOrMYEeCKMe MNPU3HAKKW COOTBETCTBYIOT WHGOAHTUILHOWM
nonywapHon rnmome, ICD O-code 9385/3 (cTeneHb 310-
KayecTBeHHOCTM no Grade) dopmanbHO He onpeaeneHb
(puc. 3A-T).

Puc. 2. MNaumeHT K., Manbyink 9 mec, ¢ MHOAHTUNbHOM NONyLLIAPHOW FMMOMOK eBOM remucdepbl rOIOBHOr0 MO3ra: KapTuHa

MHTpaonepaLmMoHHON HaBUrauum

Fig. 2. Patient K., 9-month-old boy, with infantile hemispheric glioma of the left hemisphere: intraoperative navigation image

lMpumeyvaHue. WHTpaonepaLMOHHOE YNbTpa3BYKOBOE M306paKeHWe B B-peume y4yacTKOB MOMyLIAPHOW [MMOMbI, BbIIBAEHHbLIX MO AaHHbIM
[18F]-dAT-MAT/KT-cKaHnpoBaHus: A — 1-i y4acToK, b — 2-i1 y4acToK. UHTpaonepaLmoHHas GbryopecLeHTHas KapTuHa ¢ MHAYKTOPOM hyopecLieHLImMm
5-AJ1A: B — 1-# y4acTok, [ — 2-1 yqacToK. }enTbiM Kpyrom oTMeYeHa 30Ha onyXonu, GiayopecLeHLms OTCYTCTBYET KaK B 1-M, TaK M BO 2-M y4acTKax Omnyxosnu.

Note. Intraoperative B-mode ultrasound images of the hemispheric glioma regions identified using [18F]-FET-PET/CT scanning: A — region 1,
b — region 2. Intraoperative fluorescence imaging with the fluorescence inducer 5-ALA: B — region 1, I — region 2. The tumor area is marked

with a yellow circle; fluorescence is absent in both regions 1 and 2.



Puc. 3. MNauueHT K., Manbink 9 mec, ¢ nHGaHTUILHON NOoNyLWapHOW rMoMo NeBoi remucdepbl Mo3ra: naToMopdonornieckoe nceneaoBaHue
TKaHW onyxonu
Fig. 3. Patient K., 9-month-old boy, with infantile hemispheric glioma of the left hemisphere: pathological examination of the tumor tissue

MpumeyaHme. TKaHb OMyXONn YMEPEHHON KNETOYHOCTU C MHOXKECTBEHHBLIMU 303UHODUIBbHBIMU FPAHYNSIPHBIMK TeNbLLI@MU U BOSIOKHaMK PoseHTans
(A, B). Knetku onyxonu (1-# y4acToK) npenmyLLecTBEHHO MOHOMOP®HbI, HE6ObLWOro pa3mepa ¢ OKPYIbiIMU U OBa/lbHbIMWU HOPMOXPOMHBLIMU SiAPaMu
1 MESIKOANCNEPCHBIM XPOMATUHOM, CKYAHOM 303MHODUNBHOM LuTONNa3mMon (A), B OTAENbHbIX yHacTKax (2-1 y4acToK) oTMeyvasncs 60/1ee BblparKeHHbIN
A4epHbIR NOIMMOPGU3M, BCTPEYASIMCb HEMHOMOYUCIEHHbIE KIETKU C 0BUNBHOM LIMTOMIa3MON, BHYTpUSAEepHbIMU BKtoYeHuaAMHU (B). MuToThyecKkas
1 nponudepaTMBHas aKTMBHOCTb MO UHAEKCY Ki 67 KpaliHe HU3Kas KaK B 30Hax C MOHOMOP®HbLIMU KIETOYHbIMU 3nieMeHTamu (1-# yqacToK) (B), Tak
1 B 30Hax ¢ 60/1ee BblparKeHHbIM NOAMMOPGU3MOM KNETOK (2-1 y4acToK) (), HeKpo3bl 0TCyTCTBOBaNN. OGHapPYyMeHbl 30HbI C NIOTHOM COCYANUCTOM CETbIO
N BbIPaXXEHHbIM PETUKYIMHOBbLIM KapKacom 6e3 [ocToBepHOM nponudepaumn aHgotenus (1-M y4acTok), oTMedeHbl cTtpenkamu (A). TMpu
LIMTOreHeTM4eCcKoM 1UccnesoBaHn MetToaom GyopecLLeHTHON rnbpuansaLmniu in situ 6bina o6HapyeHa amnandukaumua reHa MET (yBenvyeHus yucna
KpacHbIX CUTHaN0B OTHOCUTENIbHO 3€/1EHbIX CUTHAMIOB KOHTPOJIbHOrO reHa) ().

Note. The tumor tissue is moderately cellular with multiple eosinophilic granular bodies and Rosenthal fibers (A, B). The tumor cells (area 1)
are predominantly monomorphic, small, with round and oval normochromic nuclei and finely dispersed chromatin, with sparse eosinophilic
cytoplasm (A). In some areas (area 2), more pronounced nuclear polymorphism was noted, with a few cells with abundant cytoplasm and
intranuclear inclusions (B). Mitotic and proliferative activity, as measured by the Ki 67 index, were extremely low both in areas with
monomorphic cellular elements (area 1) (B) and in areas with more pronounced cell polymorphism (area 2) (I'); necrosis was absent. Areas
with a dense vascular network and a pronounced reticulin framework without significant endothelial proliferation were detected (area 1),
marked with black arrows (A). Cytogenetic analysis using fluorescence in situ hybridization revealed amplification of the MET gene (an increase

in the number of red signals relative to the green signals of the control gene) (4).

Mpn UMTOreHeTM4YecKoM wuccnenoBaHmMmM MetoaoMm FISH
nepectporkn reHoB NTRK1, NTRK2, NTRK3, ALK n RET He
o6HapyeHbl. B 83% o6HapyxeHa BbICOKOKOMMWUHAS amniu-
duraumnsa reHa MET (puc. 3[). Mpn MONEKYNSPHO-TEHETU-
YeCKOM uccnefoBaHuu Ha nnatdopme ldylla naToreHHbIn
BapuaHT B 600-m KogoHe reHa BRAF He 06Hapy»KeH.

KnuHuyeckum gnarHos

NHdaHTMNbHaa nonywapHas rnMoma neBon remucde-
pbl 60/bLIOrO MO3ra C BbICOKOKOMUWHON amnanduKaumnen
B reHe MET. [JBYyCTOPOHHME FUrPOMbl B NOOHbLIX U TEMEH-
HbIX o6nacTax. 3ageprKa NCUXOMOTOPHOro pasBuTus. Mpa-
BOCTOPOHHWI remunapes.

Onepaunu: 1) BEHTPUKyNONepUTOHeanbHoe WyHTUPOBa-
HMEe cnpaBa; 2) KOCTHO-NJacTUYeckas TpenaHauus yepena
cneBa, MUKPOXMPYpPruveckoe yaaneHme onyxonun nog ynbrpa-
3BYKOBbIM ¥ plyOPECLIEHTHBIM KOHTPOJIEM.

BpemeHHas wKana
XpoHonorunsa passuTust 6one3Hun naumeHta K., ee Kitove-
Bble COObITUS M NPOrHO3 NpeAcTaBieHbl Ha puc. 4.

OBCYXAEHUE

Manudectaumsa UMI B 60nbluMHCTBE clly4aeB (OKOIO
70%) npoucxoauT Ha MNepBOM rofy »usuu [5, 12, 13].
Y vactn naumeHToB (oKono 30%) KIMHMYECKas KapTuHa
3a60/1eBaHUs XapaKTepu3yeTcs YBEIMYEHUEM OKPYHKHO-
CTW rOM0Bbl, OAHAKO B GONbLIMHCTBE Cly4YaeB, Aaxke npu
3Ha4YuTENbHOM O6beME OMyXONu W MOpaxKeHWW BellecTBa
rO/0BHOI0 MO3ra, 3aboneBaHne npotekaet 6eCCUMMNTOMHO
[1, B]. O4eHb peaKo (y 3—5% naumeHTOB) ONyXo/ib MOXET
NPOABAATLCA 3aAEPKKON NMCUXOMOTOPHOrO Pas3BUTUA UK
HeBponornyecknm gedpuuntom [1, 5, 8]. Kak cneacrteue,
y 60/1blIOro Konnyectaa naymeHToB (4o 70% cnyy4aeB) ony-
XO0/lb 0GHaPYKMBAIOT Cly4anHO NPU NPOBELEHUM NIAHOBOM
CKPUHWHIOBOW HenpocoHorpadum [1, 14, 15]. B HEKOTOpPbIX
cny4Yasix onyxofb BbISABASIOT Y BHYTPUYTPOBGHOro pebeHKa
B NpeHaTanbHoMm nepuoge Bo Il unu lll TpumecTpe 6epemeH-
HocTu [1, 4]. Kak npaBuno, B npeHataibHOM nepuoge no
JaHHbIM HenpocoHorpadun onyxonb MMeET OAHOPOAHYIO
CONMMAHYo CTPyKTypy [16]. OueHKa pe3ynbTtaTtoB HEMPOCO-
Horpadmun npu UNMT 3a4actylo 3aTpyaHeHa M3-3a KPYMHbIX
pa3MepoB OMyxosu, MONYLAPHOrO PACMONOXKEHUA U OKPYT-
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Puc. 4. NaumneHT K. ¢ MHOaHTUIbHOM NONYLIAPHOM FMMOMOK NeBoi remucdepbl MO3ra: XPOHONOMMsA Pas3BUTUSA 60NE3HU, KItOYEBbLIE COOLITUS

M NPOrHo3

Fig. 4. Patient K. with infantile hemispheric glioma of the left hemisphere: disease chronology, key events, and prognosis

3agepxKa
BHYTPUYTPOGHOI0 pa3BmUTHSA
no rmnoTpopuryecKomy
TMny 1-i cTenexu,
uepebpanbHasa uwemus
Il cTeneHun, cuHapom

[ABUraTeibHblX HapyLleHUH

PocT OKpy*HOCTK ronoBbl Ha 7 cMm. HCT:
3HayuTENbHOE CMELLEHWUE CPEAMHHbIX CTPYKTYP
3a CYeT 3HaYUTENbHON KMCTO3HOM MOOCTH,
KOTOpas 3aHMMaeT NpPaKTUYECKU BCIO
napeHxMMy mMo3ra J1eBoro nosylwapus.
CpaBneHve MO3e4yKa 1 340pOBOM YacTh Mo3ra.
OnepaTMBHOE BMeLIATENbCTBO: BEHTPUKYO-
nepuToHeasNbHoe LWyHTUpOBaHWe crnpasa

OnepaTuBHOE
BMeLlaTeNbCTBO:
KOCTHO-NNacTu4ecKas
TpenaHauus Yyepena cneea,

MUKPOXMPYpPruyeckoe MporHos
yfianeHue onyxonu 1eBou COMHUTENbHBbI,

reMucohepbl NoA ynsTPasByKOBbLIM HavaTta
1 GNYOPECLEHTHBIM KOHTPOMEM XumuoTepanus

HU3HU HU3HU

HCT: oTmeyaeTcs He3HayuTenbHoe
CMeLLEeHWEe CPeaNHHbIX CTPYKTYP
3a cyeT 06bEMHOIro 06pa3oBaHms,
BO3MOXHO, BCNeACTBUE
NIEBOCTOPOHHEr0 Cy63neHaMManbHOro
KPOBOU3NUSAHUS, C MPUCOEANHEHNEM
BTOPUYHON MHEKLMUM

¢ GOPMMPOBAHMEM KUCTO3HbIX MONOCTEM Kocornasue

3apepkKa Guanyeckoro
pa3BUTUS; 3aLlePKKa
NCUXOMOTOPHOIO Pa3BUTHUS;
HEBPONOrMYECKUI AedULIUT:
NPaBOCTOPOHHUI remunapes
o 3 6annos, CUMNTOM
[pede, nerkoe pacxogsieecs

MPT ronoBHOro Mo3ra: NHdaHTUNbHas
KWUCTO3HO-CONUAHOE nonyliapHas
o6paszoBaHue Nesoi remmcdepsl ravoma
pasmepamun 77 X 71 X 68 MM, C BbICOKOKOMMWIMHOM
¢ Macc-apdeKTom amninduKaumen
1 CMELLEHNEM CPESUHHDBIX reHa MET
CTPYKTYp. [JBYCTOPOHHWE TMIPOMBI
B NIOGHbIX M TEMEHHbIX 061aCTAX

lMpumeyanne. HCIT — HewpocoHorpadus; Y3 — ynbtpasdByK; MPT — MarHuTHO-pe3oHaHcHas Tomorpadus; reH MET — reH peuentopa TMPO3WH-

NPOTEMHKMHa3bI c-Met.

Note. NSG (HCI') — neurosonography; US (¥3) — ultrasound; MRI (MPT) — magnetic resonance imaging; MET gene — the gene encoding

the tyrosine-protein kinase receptor c-Met.

non GopMbl, YTO MOXET OblTb WMHTEPNPETUPOBAHO KaK
remopparm4eckmm KOMMOHEHT WAM TPOMOO3 BEHO3HOIO
CcuHyca [16, 17].

Y Hallero nauueHTa onyxofb 6blla AWarHOCTMpOBaHa
B BO3pacTe [0 roga, umena 6Gonblive pasmepbl ¢ npe-
o6nagaHWeM KMUCTO3HOIO KOMMOHEHTa, COMpPOBOXAanach
yBEMYEHUEM OKPYKHOCTM FONOBbI U HaNU4YMEM HEBPOSIO-
rMYECKOM CUMMNTOMATUKM U Ha HavyanbHOM 3Tane npoTeKana
6eCCUMMTOMHO.

Y 45-53% nauneHToB No AaHHbIM MPT onyxonb onpefne-
NIAIETCA KaK KpyrnHoe (cpeaHnin o6bem okosno 100-130 cm3d),
4YeTKO OTrpaHMyeHHoe obpal3oBaHWe, OxBaTblBalollee, Kak
npaBuio, 0AHO Noayllapue ronoBHoro mosra [1, 5]. B cTpyk-
Type Onyxonu oyeHb 4acto (y 60%) onpeaensiorcs MHOXe-
CTBEHHblE reMopparMyecKkme o4arm u KMCTo3Hasa TpaHcdop-
MaLMs C BO3MOXHbIMW MENKUMU BKIIOYEHUAMU HEKPO30B
N KpoBousnuaHun [4, 5]. Mpu 3TOM o4var KPOBOU3IUAHUSA
MOET OblTb OGHapyXeH y 6onee YeM MOJIOBUHbI NMaLUEeH-
TOB U 3aHUMMaTb B CTPYKType OMyXonu 6OMblUyl YacTb ee
ob6bema [1, 5]. ConmaHas 4acTb OMNyxonu, No gaHHbiM MPT,
KaK npaBwuio, akTMBHO HaKaniMBaeT KOHTPACT, Y4TO NposiB-
NAETCH TMNEPUHTEHCUBHBLIM CUTHANOM Ha T1-B3BELEHHbIX
n3obparkeHusx [5, 15, 17]. TakKe onyxosb xapaKTepuayeTcs
FMMNOUHTEHCUBHbLIM CUrHaNOM Ha T2-B3BeLIEeHHbIX M306pa-
weHusax, EPI, ADC-kapTe (Npu3Hak orpaHudyeHus anddysum)
N MMeeT 3aMeTHoe orpaHuvyeHne andodysumn B pexxume DWI
[5, 15]. Mpwn aToMm, No AgaHHbIM MPT, Ana onyxonun HexapakTe-
peH nepudOoKanbHbI OTEK MO3rOBOro BELLECTBa, HECMOTPS
Ha JOCTaTO4HO 60MblUME pa3Mepbl. ITM 0COOEHHOCTM XapakK-
TEPUCTUK OMyXOSIM COXPaHAOTCH B OGONbLIMHCTBE Cly4yaeB
M B NOCTHaTalbHOM Nepuoae, HECMOTPS Ha 60/bLLOW pasmMep

camMoMr OMnyxosn, BblPaXEHHOCTb Macc-apdeKTa U MHTEH-
CUBHbIV XapaKTep HaKOMNeHUs KOHTPaCTHOro BELLECTBa NO
AaHHbiM MPT [15, 17, 18].

B HaweM KNnHWYecKoM HabnogeHn onyxonb (MO AaH-
HbiIM MPT) xapaKTtepu3oBanacb O60/blIMMU pa3Mepamu,
OT/I0OXKEHMEM remocuaepuHa no nepudepun ¢ AMdPy3Hbim
HaKOMJEeHMEM KOHTPaACTHOro npenaparta, B KWUCTO3HOM
KOMMOHEHTEe Mmena neperopofku. NepundokanbHbin OTEK
BOKPYr OMyXONM OTCYTCTBOBas. TaKKe onyxofib NposiBns-
nacb FMNEPUHTEHCUBHBIM CUTHaNOM Ha T1-B3BELIEHHbIX
M306parKeHUSaX U TMNOUHTEHCUBHBIM CUTHANOM Ha T2-B3Be-
LUEHHbIX U3006PaXKeHUAX U UMena orpaHnyeHne andoysnm
B pexunme DWI.

Kak W3BECTHO, MWOMbI OTAMYAlOTCA reTeporeHHon
CTPYKTYPOM, M pas/iMyHble y4aCTKM OMyxOau MOTyT UMETb
cneundmnyecknin MopdoorMyecKknn 1 MOoSIEKYNAPHO-reHe-
Tnyeckmn npooduns [1, 4, 5]. C aTMM cBSA3aHbl CNOXKHOCTH
Mopdosorniyeckon guarHoctukm UMM, KoTopblie ycuaneatoT
peaKocTb NaTofioruMu, M HU3Kas cneumduyHOCTb TUCTO-
NIOTMYECKMUX XapaKTepuUCTUK 3Tton onyxonu [4, 5, 7]. Ho
MMEHHO OT 3TUX XapaKTEpPUCTUK 3aBUCUT AanbHewnwas
TaKTUKa NevyeHusa aTux nauuneHToB. TaK, no gaHHoim MPT
C KOHTPAcCTHbIM YyCU/JeHMeM TpyaHO onpegenutb 6Gonee
MOP®dOSIOrMYeckn 3HauYnMble (6onee aTtUnuUyHbIE) y4acTKu
onyxonu [13, 15, 17].

M3T ¢ ucnonb3osaHvem [18F]-dIAT B KayecTBe Map-
Kepa TpaHcnopTa aMWHOKMCIIOT MOXeT npeaocTaBuTb
[OMONHUTENBbHYIO MHbOPMaUMIo 0 GUONOTMKU ONyXonu. ITO
NPW3HaHHbIK METOA BM3yanu3auuu Onyxosew y B3pOCibiX,
Yy KOTOPbIX €ro LLeHHOCTb NOATBEPKAEHA 415 NMPOrHO3MPOBa-
HuA [11, 14], MoHuTOpUHra nedverns [13] n anddepeHuma-



UMK HecneunudUYecKnx nocTrepaneBTUYECKUX M3MEHEHUN
(nceBponporpeccun) oT peunansa onyxonu [14], a TakxKe
KOCBEHHOM OLIEHKM CTEMNeHW 3/10Ka4eCTBEHHOCTU pasniuny-
HbIX Y4aCTKOB OMyXo/in B 3aBUCMMOCTM OT MmeTabonu4e-
CKOWM aKTMBHOCTU onyxoneBown TKaHu [11, 13]. Pesynsrathl
npuMeHenus [18F]-dI3T-NMIT/KT npu onyxonsx roaoBHOMO
MO3ra y [leTei npoaHann3nMpoBaHbl B HECKObKUX paboTax
[11, 13, 14]. B ogHOM MccnenoBaHWM MOKa3aHo, YTO B peasb-
HOM KJMHUYECKON npaKTuke [18F]-d3T-NIAT/KT asnsercs
None3HbIM AOMOSTHEHWEM B CIOMXHbIX MNeANaTPUYECKNUX CUTYa-
umnsx. B yactHocTH, OTMEYeHO, 4YTO BKItoYeHue M3T B gnarHo-
CTUYECKUIM anropuT™ NoBuano Ha BegeHne 60% nauneHTos
(OTKa3 OT XMPYPrM4yecKoro BmellaTenbcTtBa WMAM GUMOMNCUM,
HanpaB/ieHne Ha NPULENbHYI0 BUOMCHUIO UK XUPYPrUYecKoe
BMeLaTeNbCTBO), U3MEHUB AallbHENLIYID TaKTUKY ne4vyeHus
6o nobyanB K anbTEPHATUBHOMY XUPYPrMyecKomy BMe-
wartenbcTBy [11]. B apyrux uccnefoBaHusAx coobulaeTcs,
4yTo npumeHeHue MN3T B neaMaTtpuyecKon MpakTMKke Nno3Bo-
NAN0 HAAEXKHO OTNIMYUTb HU3KO3/TOKAYECTBEHHYIO [MTMOMY OT
BbICOKO3/I0KAY€CTBEHHOM, a TaKKe BbIIBUTb Hecneundunye-
CKME W3MEHEeHWs (Hanpumep MNCeBAOMPOrpeccus, ny4esomn
HEKpPOo3) N andpdepeHUnpoBaTb MX OT UCTUHHOIO peunanBa
onyxonu [13, 14].

B HaweMm cny4ae ucrnosnb3oBaHue [18F]-PIAT-MIT/KT
NO3BOJIUNO BbIIBUTb [ETEPOreHHOCTb MeTabonYEeCKOM
aKTUBHOCTU B OMYXO/N, @ TaKkKe 06HapyuTb Hanbonee 3n0-
KayeCTBEHHbIE y4acTKM OMNyxonu, AaibHENWnin mopdonoru-
YECKMI aHann3 KOTOPbIX MOBAMAN Ha NMOCTAHOBKY AMarHo3a
W DanbHEWLWYO TaKTUKY IeYEHNUS Y NaLMeHTa.

JleyeHue

Xvpypruyeckoe neyeHne aeTen ¢ rnuanbHbIMU OnyXonsi-
MW HaLeNeHoO Ha AOCTMXKEeHWEe MaKCUManbHO 6e30MmacHoMn
pe3eKLMM OMyXOSIM C COXPaHEHWEM MW BOCCTAaHOBIEHWEM
HEBPONIOrMYECKOro cratyca nauueHTa. Ho m3-3a 0cobeH-
HOCTEN aHaTOMMYECKOro pPacnoioXKEeHUs ONyxonu, 3a4acTyio
ee 60/blUMX pa3mMepoB U 0BMNBHOrO KPOBOCHAGXKEHUS BO
Bpems onepauuu TPyAHO JOOUTLCA MOSHOMO yaaneHus ony-
XON1 U3-3a BbICOKOIO PUCKa NocfieonepaLMoHHbIX OCOXHe-
HWIW, B YaCTHOCTM HapacTaHus rpyboro HEBPOSIOrMYECKOro
feduumnta [19-21]. B Hawem cnyqae onyxosnb Gblna yaaneHa
cy6TOTanbHO BBUAY ee pacnpocTpaHeHUs B GYHKLMOHANbLHO
3Ha4YMMble 30Hbl MO3ra, 06MIbHOr0 KPOBOCHAGKEHUS U pac-
NOJSIOXEHUS B JIEBOM MOJYLIAPUN MO3ra, a TaKKe OTCYTCTBUS
B HEKOTOPbIX Y4acCTKax YETKOW rpaHuLbl MeXAy Omnyxosblo
M OKpYKatouwmMm Mo3rom. YaaneHue 6onbliero o6bema 6bi10
ypeBaTo HapacTaHWeM HeobpaTUMOro rpyboro HeBpOOru-
yeckoro geduumnta. MHTEpeC K MHTpaonepaLmMoHHOW BU3ya-
IM3aunn B HEMPOOHKONOMMYECKOM NpaKTnKe Henpoxupypra
o6ycnoBneH Heo6XO0AMMOCTbIO OPUEHTUPOBaAHUSA B aHaTto-
MO-TONorpaduyecKoM PacrnonoXeHUU OMNyxonun, OCOBEHHO
nocsfie BCKPbLITUA U OMOPOXHEHUSA KUCTO3HOrO KOMMOHEHTa,
Korja U3MEeHSAETCS NPOCTPAHCTBEHHOE MOJSIOXEHUE OMyXO0/n
BHYTPM 4epena OTHOCUTENIbHO APYrux CTPYyKTyp [16-18].
AHaTOMMYeECKYI0 U DYHKLMOHaNbHYIO nHGOopMaLuuio o6 ony-
X0 B PEXMME peasnibHOro BPEMEHW XMPYpPry npenocTas-
NA0T WMHTpPaonepauuoHHble ynbTpa3ByKOBas HaBurauus
1 GnyopecLeHTHas AMarHoCTMKa. YNbTpa3ByKOBOM KOHTPO/b
Heo6xoauMM Ansl BU3yanu3aunn U ONUCaHUs aHaTOMUYECKMX
CTPYKTYp [16, 17], Toraa Kak dnyopecueHTHas AnarHocTuKa
No3BOJNIET BU3yaM3npoBaTb 60/iee MeTabo/IMYECKU aKTUB-
Hble y4acTKku onyxonu [20, 21]. TaK, SpKOCTb MHTEPECYIOLLEN
CTPYKTYpbl (Hanpumep, OnyxosfiM) OLEeHUBAETCH MO CpaBHe-

HWIO C OKpyXKalowen 340pOBOM TKaHbl, B CBSA3M C 4Yem
LueneBas CTPYKTypa MOXeET ObiTb OnpefeneHa Kak runep-
9XOreHHasi, TMNO3XoreHHas WA U303XOreHHas Mo AaHHbIM
YNbTPa3BYKOBOro uccrnegoBaHus [16, 18], a Takke MMeTb
pa3Hyto MHTEHCMBHOCTb CBEYEHUS MO AaHHbIM GYOPECLIEHT-
HOW AnarHOCTUKKM [19-21].

B HalleM K/IMHUMYECKOM CnyYae MCMofib30BaHWE UHTPa-
OonepaLmnoHHON YyNbTPa3BYKOBOW HaBUrauuuM MO3BOMM-
N0 onpefgenuTtb Tonorpaduyeckoe MoSOXEHUE CONMAHOIO
KOMMOHEHTa OnyxoiM — OCOBGEHHO Moc/ie TOro Kak Obin
OMOPOXHEH NpPeBaNUPYOLWNK B 06beME KUCTO3HbIM KOM-
MOHEHT OMyXO/K, MOocAe Yero Npou3oLWen CABWUI OCTalbHbIX
OKPYXaloWmX TKaHen, BKIOYAA COMMAHBIA KOMMOHEHT ony-
X0NW, OTHOCUTENIbHO WX NEepBOHaYasbHOrO PacnoNiOXeHUs.
Ncrnonb3oBaHue ¢nyopecLeHTHON HaBurauuMu Mokasano
OTCYTCTBME CBEYEHMSI BCEX YHACTKOB OMyXONEBOW TKaAHW BO
GNyopecLEeHTHOM peXnmMe Ha NPOTAXKEHUM BCEW onepaumu,
4YTO MOXET CBWAETENbCTBOBATbL B AAHHOM cfyyae o Ao6po-
Ka4yeCTBEHHOM XapaKTepe OnyXo/iu.

XumnoTtepaneBTU4ecKoe neveHme nauneHtos ¢ UMM, Kak
npaBuno, 3aBUCUT OT MOJIEKYNSPHO-TEHETUYECKON XapaK-
TEPUCTUKM OMNyxonu. TaK, NPOTMBOOMYXOJEBbLIE MpenapaTbl
ABNAOTCA OAHWMM M3 OCHOBHbIX METOAOB aAblOBAHTHOIO
Nle4eHuns, KoTopoe 60/bWKNHCTBY NaLMEHTOB NPOBOAMUTCS MO
npotokony BabyPOG u HIT SKK [1, 5, 10]. MNpu atom addeK-
TUBHOCTb XMMMWOTEPanuU y Takux MauueHTOB, MO AaHHbIM
nuTepatypsbl, coctaBnsieT ot 30 go 66% [1, 10, 22]. B HacTo-
flllee BpeMs OTCYTCTBYIOT UCC/IeA0BaHUS, B KOTOPbIX CPaBHMU-
BaeTcs 9PGbEKTUBHOCTb Pa3/IMYHbIX KOMOGUHALIMIA NPOTUBO-
OMyXxo0/IeBOro MnocfieonepaumoHHOro ieyeHus, B TOM 4ucne
Wy AeTen NepBoro roga XusHu.

B Halwem cnyyae 6narogaps yaaneHuio U aHaansdy mop-
$onormyeckn 3Ha4YMMbIX yHacTKOB OMyX0/IeBOM TKaHM, KOTO-
pble 6binn BbigBAeHbl Ha MN3T/KT, 6bina AMarHoCTMpoBaHa
UMl neBon remucdepbl 601bLIOT0 MO3ra C BbICOKOKONMUMHON
amnnmdukaumnen B reHe MET. NoaToMy OAHUM U3 BapMaHTOB
JanbHeNLWero nevyeHns MOXeT 6biTb PacCMOTPeH npenapar
Kab03aHTUHMO, KOTOPbLIN ABASETCH MYNbTUKUHA3HBIM WMHIMM-
OMTOPOM W MPOSBASET aKTUBHOCTb B OTHOLIEHWM OMyxose-
BbIX MWabHbIX KNETOK C FEHETUYECKUMU MEPEeCcTPonKamu,
onucaHHbIx npu UMT, BO3HUKaAOLWMX B TOM YUCE C yHacTUEM
reHa MET [1, 10].

MporHos

O6waa 5-neTHAA BbhXMBaemMocTb nauneHtoB ¢ WM
coctaBnsiet 54,5%, 4to B cpegHeM Bblile, YEM Y NaLMEHTOB
c apyrmumu auddy3HbIMKU INTIMOMaMKU BbICOKOW CTEMEHU 3710-
KayeCTBEHHOCTM [eTcKoro Tuna [22-24]. BbiKMBaeMocCTb
BapbupyeT oT 33 00 67% B 3aBUCMMOCTHK OT HaNUYUA nepe-
CTPOEK B reHax peLenTopHbIX TUPO3UHKKMHA3 [1, 4, 8]. Mo
OJJHWUM [aHHbIM, MeanaHa obllen 5-neTHEN BbIXKMBAEMOCTH
y NauMeHToB C ONyXONAMU C NepecTpornKon B reHe ALK Bbille,
4YeM y MaLUMEeHTOB C OMYXONsIMK C UBMEHEHUSIMU reHa ROS1
(53,8% npoTtnB 25% coOTBETCTBEHHO) [8]. Y NnauMeHToB c ony-
XOJIAMM, TMONOXKUTENbHbIMU MO cnausHUio reHa NTRK, npor-
HO3 6bl/T MPOMEXYTOYHbIM (06Lasa 5-N1eTHAS BbIXKMBAEMOCTb
coctaBnsieT okoso 40-50%) [7], a y nauMeHToB C NepecTpon-
Ko n amnnnduKkaumen reHa MET obuian 5-neTHAS BbiXKMBae-
MOCTb cocTaBnsieT okono 50-70% [1].

3AKJ/IIOMEHME
UMM — peakaa ruvanbHas Onyxosb, pa3BuBatlowwascs
BHYTPUYTPOGHO MK B MnageHyectse. [AnarHocTuka 3abone-
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E Clinical Observation

KnuHunyeckKoe Ha6noaeHue

BaHWA 3aTpyAHEHA M3-3a@ HU3KOM MHUMOEHTHOCTH, ANUTENb-
HOro 6eCCMMMNTOMHOIO TeYeHWs, HEeOAHO3HAYHOW WHTep-
npeTaumMm gaHHblX HenpocoHorpadmn n MPT, oco6eHHO Ha
paHHUX CpOKax >M3HW. B cBA3M ¢ 60AbWKMM pa3MepoM
onyxonn n ee 06UNbHbIM KPOBOCHAGXEHWEM BO Bpems
XMPYPrMyeckoro BMellaTeNbCTBa He Bceraa yaaeTcs BbiMo-
HUTb TOTaNbHOE yaaneHue. Hapsay ¢ aTMM NporHos v nocne-
onepaunoHHas TaKTUKa eYeHns y 3TUX NauneHToOB 3aBUCAT
OT MOJNIEKYNSIPHO-TEHETUYECKOrO NoATMNa onyxonu. Moatomy
B YC/IOBUSIX HEBO3MOMXHOCTW MOJIHOMO YyAANEeHUs OMyXoau
60/bLIOE 3HAYEHWE UMEET UCMOb30BaHWe NpeaonepaLmoH-
HOM HenpoBM3yanu3auumn (B HacTHocTH, [18F]-PIT-NIAT/KT)
W MHTPaonepaLnoHHOW yNbTPpa3ByKOBOW U GlyOpeCLIEHTHOM
HaBwurauuu. MocnegHaa HeobxoanMa ANs yaaneHUs Onyxonu
1 B3ATUS MeTab0/IMYECKN aKTUBHbIX €€ y4acTKOB Ans nocne-
aylowero MopdosorMyecKkoro uccnefoBaHus, pesynbraTtbl
KOTOPOro MOryT OMpeaenuTb NMPOrHO3 W TaKTUKY JNleYeHus
nauueHTa. MonekynsipHo-reHeTM4yeckne MeToibl NO3BOSIAIOT
OAHO3HA4YHO NOATBEPAWUTbL ANArHO3 U BbIIBUTb XapaKTepHbIe
TPAHCKPUNTbI CAWUSHUS, WAEHTUOUUMPYEMbIE C MOMOLLbLO
ceKkBeHupoBaHua PHK, yto gaet o6ocHOBaHWe ans Tapret-
HOM MPOTMBOOMNYXONEBON Tepanuu, KoTopas B HacTosuiee
Bpems npeactaBnasercs Hanbonee adPEKTUBHbIM METOAOM
ne4yenus nauneHtos ¢ UIMT.

WHO®OPMUPOBAHHOE COINIACUE

OT mMaTepu nauueHTa Mojsy4eHO MUCbMEHHOEe WHbOP-
MUpoBaHHOE A0OPOBOMIbHOE COrnacue Ha WMCNonb30BaHue
[aHHbIX 06CNefoBaHUA U Ne4YEHMS B HAYYHbIX LIENsX U Ny6au-
Kauuio 3TUX CBeAEHMW B Hay4YHOM KypHasne, BK/4as ero
3NEKTPOHHYIO Bepcuto (aaTta nognucanus: 17.06.2025).
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