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AHHOTaUHS

Ilenw uccnedosanus. Onpenentb BO3MOKHYIO BEPOSITHOCTh BEPU(UKAIIUN TEHETUUECKON
IpyIIbl MeayIo6mactoM Ha ocHoBaHur MPT-IpHU3HAKOB BU3yaausallii U KOJUYECTBEHHOI
OIICHKH.

Mamepuanvt u memoowt. Perpocriektusro npoananusuposaibl MPT manubie 60 manuen-
TOB C BepU(MUITMPOBAHHON MOJIEKYJISIPHO-TEHETUYECKOU TIO/IIPYIITION Ha OCHOBE YPOBHST 9KCITpeC-
CUU CeJIeKTUPOBAHHBIX TeHOB Ha miaTdopme Nano String.

Pesyavmamot. Ha ocnoBannn MPT-nipuznakoB ¢hopMbl 1 MTHTEHCUBHOCTH KOHTPACTUPOBA-
HIST OITYXOJIH, C YYETOM BO3PACTA TAIMEHTOB 76 % MeIy1m001acTOM MPaBUIBHO OIPEIETEHO 110
FeHeTUYEeCKUM IPYIIIaM.

Bb1600bt. BO3MOKHOCTD MTPEATIOIOKNATH TEHETHUECKYTO TPYTITY 3a00JIeBaHus Y JeTel ¢ Me-
pysnobiactomoit pu nepsuunoMm MPT-uccienoBanuu ¢ To4HOCTBIO 10 76 % IpeacTaBisieTcst
HaM BaXKHOU 1 akTyaysbHON. CieslaHbl TOTBKO TIepBbIe Tarv B pa3dBUTHU PAAMOTE€HOMUKHI Me/LyJI-
JI06JIACTOM Y JIETEl.

[MosiBaenne B kaaccudukarmu omyxoseil [THC MosieKyIsipHBIX MOATPYIIT MELYII06aCTOM
MO3BOJIUJIO COBPEMEHHON TEANATPUIECKON OHKOJIOTUUECKOM TPakTUKe MPUMeHATh Auddepen-
[IMPOBAHHBII TIOAXO0/ B CTpATH(UKAIUU IPYII PUCKA U TIPOTHO3€e 3a00seBanus. [pyIima prcka
BJIMSIET Ha oTipejieieHne o0beMa U TakTUKY JiedeHust. [lesbio uccienoBanust Oblia MOMBITKA CH-
CTeMaTH3alUK 1 BBIJIEJICHUS XapaKTePHBIX JIYUeBBIX AMATHOCTUYECKUX TIPU3HAKOB N3BECTHBIX HA
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JTaHHBII MOMEHT Y€ThIPEX MOJIEKYJISIPHBIX MOATPYIII MEAYJLIO0IacTOM Y feTeil. B pesyJisrate cra-
TUCTUYECKOTO aHA/IN3a BEPHO KiIaccuUIMpoBaHo 1o reHeTrndeckuM rpymmnam 39 (76 %) mamuen-
TOB C JIMATHO30M MeJyJIII00IaCTOMA HA OCHOBAHUH JIYYEBBIX MPU3HAKOB (DOPMbI, HHTEHCHBHOCTH
KOHTPACTUPOBAHUS U BO3PACTA TAITMEHTOB.

KioueBble cioBa: meinaTpusi, OHKOJIOTHS, Meyiobaactoma, MPT, pagunoreHomMuka

g uutupoBanus: : Tepemenko I B, /Ipyit A. E., [lanyma JI. 1., IIponun W. H. Jly4eBas ce-
MHOTHKa TeHeTHIecKuX hopm Meaysuiobaactom y aereii // Pagnosnorust — npaktuka. 2024;4:22-
40. https://doi.org/10.52560,/2713-0118-2024-4-22-40
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Abstract

Objective. To determine a possible assessment of the verification of the genetic group of
medulloblastomas based on MRI imaging and quantitative assessment indicators.

Materials and Methods. MRI data of 60 patients with a verified molecular genetic subgroup
based on the expression level of selected genes on the Nano String platform were retrospectivel
analyzed.

Results. Based on MRI signs of the shape and contrast intensity of the tumor, taking into
account the age of the patients, 76 % of medulloblastomas were correctly identified by genetic
groups.

Conclusion. The ability to predict the genetic group of the disease in children with
medulloblastoma during an initial MRI study with an accuracy of 76 % seems to us important
and relevant. Only the first steps have been taken in the development of radiogenomics of
medulloblastomas in children.

The classification of CNS tumors with the molecular subgroups of medulloblastomas has
allowed modern pediatric oncological practice to apply a differentiated approach to stratification of
risk groups and prognosis of the disease. This affects the determination of the scope and the tactics
of treatment. The aim of our study was an attempt to systematize and definition the diagnostic
radiological signs of the currently known four molecular subgroups of medulloblastomas in
children. Thirty-nine (76%) patients diagnosed with medulloblastoma were correctly classified
into genetic groups based on radiographic features of shape, contrast intensity, and patient age.

Keywords: Pediatrics, Oncology, Medulloblastoma, MRI, Radiogenomics
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AKTYyaNIbHOCTD

B 2016 roxy BcemupHnas opranusaius
3apaBooxpanenusa (BO3) mnpexacrasuia
aKTyaJbHYIO KJIacCU(MUKAIIUIO OIyXOJen
IHHC.

B npexacraBienHoil kmaccudukamuu
COXPAHUJIOCh THUCTOJIOTUYECKOe JeieHne
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MeyJI06JIaCTOM Ha KJIacCU4ecKue, Jie-
CMOILJIACTHYECKUE /HOYJISIPHBIE, C 9KCTEH-
CHBHOI HOJYJISIPHOCTBIO W aHaIJacTiye-
CKHe/KPYITHOKJIEeTOYHbIe. BMecTe ¢ TeM B
COBPEMEHHOI HOMEHKJIATYPe BBIIEIECHbI
4eThIpe  TOATPYIIBI  MEAYJIOOIACTOM:
WNT (Wingless), SHH (Sonic Hed-
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gehog), moarpynma 3 u moarpymnma 4. /lan-
HbIe TIOATPYIIBI OTJIMYAIOTCS HE TOJBKO
TeHEeTUIECKUM — 9DKCIPECCUOHHBIM, IITH-
TeHOMHBIM W MYTAI[HOHHBIM TMPOQUIIEM,
HO M XapaKTepoM TedyeHust 3a00JieBaHus,
YPOBHEM OTBETa Ha TEPAITHUIO U YaCTOTOM
BO3HUKHOBeHUsT peruanBa [6, 7]. llpm
9TOM TMAI[MEHTBl € MEeAyJI00IacTOMOM
noarpynnsl WNT xapaktepusylorcs: Hau-
6ostee GaronpusTHBIM Tporuosom, SHH
U TIOATPYIIIIBI 4 — MTPOMEKYTOUHBIM, TIPE]I-
craBJisist co60il HamboJjiee TeTepOTeHHbIe
HOMYJISAINN, a MOATPYIIbl 3 — Hebaro-
npusATHBIM. He BBI3BIBaeT COMHEHUS, YTO
JlaHHast KJIACCU(BUKAIMS OYIET SIBISTHCS
OCHOBOW [IJIST TIEPECMOTPAa UMEIOIINXCS U
pa3pabOTKN HOBBIX MTPOTOKOJIOB TEPAIUH,
M09TOMY HEOOXOMMa HaJlesKHast, TOUHAsT 1
ObICTpast METOIMKA OTIpe/Ie/ICHIsT BapraH-
Ta omyxonu |2, 6, 11, 12].

OCHOBHBIMM ~ MOJIEKYJISIPHO-TEHETH-
YeCKUMU TEXHOJOTUSIMU, TTO3BOJISIONIME
MPOBECTU  OIpe/ieJieHue  MOJIEKYJISIPHON
HOATPYIITBI MEAYJLITO0IACTOMBI, SIBJISTIOTCSI
aHaJTN3 9KCIIPECCUU TeHOB U MICCJIeIOBAHE
npoduisa metuaupoBanus /[[HK B omyxo-
JIEBBIX KJIeTKax. /laHmHble METOAWKU TIPH-
3HAHBl PABHO3HAUHBIMU U OTPAKAIOT JIBE
CTOPOHBI TIPOIlecca TPAHCKPUIIIINU T€HOB:
TUTIEPMETUTNPOBAHHbBIE TEHbI UMEIOT HU3-
KW yPOBEHb 9KCIIPECCUH, TUTTOMETHINPO-
BaHHbBIE — BBICOKHII [4, 8]. P. A. Northcott
C COAaBT. TIOKA3aJH, YTO JJIS HA/EKHOMN
KJIacCUPUKANNN MeIyILI00JACTOM T0CTa-
TouyHO 3HaTh ypoBeHb MPHK 22 renos,
9KCIIPECCUsT KOTOPBIX Hanbojiee 3HAYNMO
pasyindyaercs B KJIeTKaX OIyXoJeil pa3inyg-
HBIX TToArpymI [9].

Henp: cucTeMaTu3anus U BbIJIEJIEHUST
XapaKTepPHbIX JIYYEBbIX JAMATHOCTUYECKUX
MPU3HAKOB U3BECTHBIX HA JAHHBII MOMEHT
JeThIPeX MOJIEKYJISSPHBIX TOJTPYIIT Me-
AyJLI06IACTOM Y JIETel.

Ma'repuanbl HMeTOoADbI

PeTpocniekTuBHO MpoaHATM3UPOBAHBI
nannble 60 mManeHTOB, MPOXOUBIINX Te-
panuio Wau TMOJyYaBIIUX KOHCYJIbTaTUB-
Hoe 3akaouenne B HMUIL «/[T'OU nmenn
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[Imutpusa PorayeBa» ¢ AuarHo3oM MemyJi-
nobactoma ¢ nepsruHbiM MPT-uccieno-
BaHWEeM TOJIOBHOTO Mo3Ta B iepuoj ¢ 2014
mo 2019 r.

Ormpenenernie  MOJEKYJISIPHO-TEHE-
TUYECKON TIOATPYIIIBI MEAYJLI00TaCTOMBI
MPOBOIAJIOCH C TIOMOTIBIO AHAJIN3A YPOBHS
9KCIIPECCUH CEJIEKTUPOBAHHBIX TE€HOB Ha
minatgopme NanoString [8]. /lannas Tex-
HOJIOTHUS TIO3BOJISET OCYIIECTBIISATH AHAJN3
BbIcOKO(parmenTupoBannoir PHK, B Tom
qucJie BbIZIETIEHHONW W3 TKaHW, (QUKCUPO-
BaHHOW B (popMasiMHE W 3aJIMTON B Tapa-
dbuHOBBIIT 610K [2].

O6mmast PHK 6puta BbiziesieHa 3 (hUK-
CHPOBAHHOTO 0Opa3Ia OIyXOJIH, WCIIOJb-
30BAaHHOTO TIPM TIOCTAHOBKE IHATHO3a U
cozep:kariero He Mmeree 70 % OITyXOJIE€BBIX
KJIETOK. Y BCeX TalneHTOB OBbLIO BHITIOJI-
HeHO mpenonepannonHoe MPT-uccre-
JIOBaHWME TOJIOBHOTO MO3ra B CTaHAApT-
HOM 00BEMe, C WCIOJIb30BaHUEM IOCJIe-
noBatesnbHOCTelr  T1-B3BelleHHBIE W300-
paxxenusa (T1-BIN), T2-s3Bemenubie n30-
opakennst (T2-BU), nuddysnonHo-B3Be-
meHHble n3o06paxkenuss (JABI) ¢ mocie-
AYIOITUM aBTOMATHUYECKUM TIOCTPOEHUEM
KapT uaMepsieMoro koabduimenTa aud-
¢ysun (MK/]) u mocrrkonTpactabie T1-
B, BpimosiHeHHBIE B aKCUAJbHOU TIJIO-
ckoctu. KonundecTBO marueHToB B Ka-
KON TeHEeTUYeCKOU TPYITe TMpercTaB-
JieHo B Tabur. 1.

[Tpoananu3upoBaHbl JyuyeBble Xapak-
TEPUCTUKU OIyX0Jiell JaHHBIX TPyNIl. Boi-
OpaH psi/i KOJMYECTBEHHBIX ITOKa3aTeei u
PEHTTEHO-CEMIUOTUIECKUX TTPU3HAKOB, IO
KOTOPBIM XapaKTEePU30BAJIU U CPABHUIU
BCe YeThIpe TeHEeTHYECKIe TPYIITbI MeTyJI-
J106J1aCTOM:

1. Tucromoruyeckue BapuaHThI OTYXOJIN:
KJIacCUYeCcKue, TeCMOTITIAaCTUIEeCKUE, C
9KCTEHCUBHON HOMYJISIPHOCTHIO, aHa-
NJTACTUYECKUE U KPYTJIOKJIETOYHBIE.

2. Jlokanmm3amus OIMyXOJil: CPEINHHO —
B YETBEPTOM JKeJTyJIOYKe, B TOJyIIa-
PUU MO3’KEUKa.

3. @opma omyxoJu: HIapoBHAHAs, MHO-
rOy3JioBas.
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Tabnumua 1
PacnpeneneHuve nauMeHTOB ¢ MeAyN06/1aCTOMOM MO reHETUUECKHUM rpynnam
ITenetnueckas rpynna WNT SHH 3-a rpynma 4-g rpynna
KoanyecTBo mmammenTon 9 12 15 24

ITpumevanue: WNT — axtuBanus curaaabHoro mytn Wingless, SHH — aktuBanust curnasb-

Horo mytu Sonic Hedgehog.

4. CTpyKTypa OINyXOJIU: COJUJHAs, CO-
JIUJIHASL ¢ €JIMHUYHBIMU KUCTO3HBIMU
KOMTIOHEHTaMH.

5. Cpentee 3HayeHNe U3MEPSIEMOTO KO-
appunmenta guddysun.

6. XapakTep KOHTPACTUPOBAHUS TKaHEN
OTTyXOJIM: WHTEHCUBHOCTb, OJHOPO]I-
HOCTb KOHTPACTUPOBAHUS, OTCYTCTBUE
M3MEHEeHUs CHUTHaJa I0ocjie BBe/IEeHUS
KOHTPACTHOTO BeNIeCTBA.

7. Cpennee 3HaueHne 00beMa OIYXOJIH.
Pesynsratel. Meauana Bo3pacrta Ta-

nuenToB B rpynmne WNT cocrasuia 9,8

rojla, BO3PacTHOM JMara3oH B 3TOW I'pyIi-

ne ot 3,2 no 16,8 roma. B rpynme WNT

BCE OIMYXOJU OBLIM TIPEICTaBIEHbI KJac-

CUYECKUM THCTOJOTUYECKUM BapUaHTOM

(100 %). Bce omyxosu TeHETHYECKOI

rpynnbl WNT  pacnosnaranuch cpenun-

HO B IPOEKIUU YETBEPTOTO >KEIyI0uKa

(100 %). Y Bcex maIrimeHToB OMyX0JIb ObLIa

IpejIcTaBleHa COJMUAHBIM  0Opa30BaHM-

€M, C eJUHUYHBIMU yYaCTKaMU KUCTO3HOMN

CTPYKTYPbI 0T 2—5 110 25 MM (100 %). Me-

muana MK/] coctaBmra 675 x 103 mm?/c. Y

Bcex naruenToB (100 %) oTrmeuasoch WH-

TEHCUBHOE OJIHOPOIHOE WJI MHTEHCUBHOE

Heo/IHOpoiHOe ToBbilleHne MP-curnana

TKaHSIMU OITYXOJIU TI0CJie BBe/leHUsI KOH-

TPacTHOTO BelllecTBa. MeanaHa o0ObeMa

mexyobmactom rpynnbl WNT Ha Mo-

MeHT niepsoro MPT-uccnegoBanus okoso

41 cm®. Bce omyxosii UMeJn MIAPOBUHYIO

(opmy ¢ yeTKUMU, POBHBIMU KOHTYPaMU.
B rpynne SHH mennana Bo3pacta co-

ctaBuia 2,6 rojia, BO3pacTHOU JMarasoH

ot 0,1 1o 8,3 roma. Y 4yeTbIpex MallMeHTOB

(44 %) ormyxoJu ObLIN TIPEICTABJIEHDI JIeC-

MOILJIACTUYECKUM TUCTOJIOTHYECKUM Ba-
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pUAHTOM, y JABYX manueHtoB (22 %) —
AQHAIJIACTUYECKUM THUCTOJIOTUYECKUM Ba-
pUAHTOM, y JABYX ManueHtoB (22 %) —
MeyJII00IacCTOMOM ¢ 9KCTEHCUBHON HO-
AYJISIPHOCTBIO U y oiHOro naimenTa (11 %)
BBICTABJIEH aHAIJIACTUYECKUN U JIECMO-
MJIACTUYECKUH TUCTOJIOTUYECKNE BapUaH-
Tol. [lo JloKanmm3aum omyxosei B Tpyrie
SHH BbIsiBIEHO 1Ba BO3MOKHBIX BapwH-
aHTa: aCUMMETPUYHO OT CpeJHel JIMHWU
B TOJylapuu Mo3:xkedka (6 uyesoBek —
50 %) W cpeaMHHO C POCTOM [0 HaMeTa
MO3KeUKa 1 PacIpocTpaHeHneM B 00J1aCTh
KpaHuoBepTeOpaibHOrO mnepexona (6 Tma-
mmentoB — 50 %). Iloutu Bce memysuio-
6smactombl 13 rpymnmsl SHH (11 maruen-
TOB — 92 %) MMeJIn COTMIHYIO CTPYKTYPY C
HaJIMYMeM KUCTO3HBIX yYaCTKOB pa3Mepa-
Mu ot 2—5 10 15 mm. U y otHoro nariueHTa
(8 %) cTpyKTypa OmyXoJii MMeJsa COJIVI-
HBIN XapaKTep, HO C HAJIMYNEM MacCCUBHO-
TO KPOBOUBJIMSIHUS B TOJIIIE OIYyXOJU Ha
MOMEHT TIEPBOTO MccyeoBanus. Meanana
MK/ — 690 x 102 mm?/c. ¥ Bcex nmaimeH-
toB (100 %) oTMeuyasoch MHTEHCHUBHOE O/I-
HOPOJTHOE WJIN MHTEHCUBHOE HEOIHOPO/I-
Hoe TmoBbIieHne MP-curnama TkaHsMu
OTIYXOJIM TIOCJIE BBEIEHUS KOHTPACTHOTO
BerecTBa. Meanana oObeMa OIyXoJieil Ha
MoMeHT 1iepBoro MPT-uccienoBanus co-
craBuia 62 cm®. CiefyeT OTMETUTD, UYTO
11 u3 12 onyxoueit (92 %) B rpynne SHH
MMeJT HeIPaBUJIbHYIO, HE MIAPOBUIHYIO,
MHOTOY3JI0BYI0 (opMy, U TOJBKO OJHA
(8 %) cpenwiHHO pacIoOJIOKeHHasT OIly-
XO0JIb C MACCUBHBIM, TTPAKTUYECKU TOTATTb-
HBIM KPOBOUBJIUSIHUEM B CBOEI CTPYKTYpE
nmesa Gopmy, MpUOIMKANIYIOCS K IIa-
POBUHOM.
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B renernueckoit rpymnme 3 wmeaua-
Ha BO3pacTa cocTaBuja 5,2 Tojia, Ana-
mazon Bozpacta ot 1,6 o 10,7 roma. ¥
14 manmentoB (93 %) ObLI yCTaHOBJIEH
KJIACCUYECKUI TUCTOJIOTUIECKUI TUTI Me-
nynobnacromser, y 1 manmenta (7 %) —
aHAIJIACTUYECKUH THCTOJIOTHYECKUI Ba-
puaHT MexysobiacToMbl. Bee omyxo-
JU WMeJW CPeIUHHOE PACHOJIOXKEHUE B
MPOEKIINN YeTBEPTOTO Keaymouka. Y 10
(71 %) maIuMeHToB OIYXO0Jb ObLIA IMPe-
cTaBjieHa COJHUAHBIM OOpasoBaHUEM, C
eIMHUIHBIMA ~ y9aCTKAMH  KUCTO3HOU
cTpyKTypbl oT 1-4 o 12 mm, y 4 mamm-
eHToB (29 %) uMmesa COJMIHBIN Xapak-
tep. Meanana 3navenns UK/ — 690 X
103 mm?/c. ¥ 10 manwmentoB (83 %) oT-
MeuyaJioch MHTEHCUBHOE ToBbIleHrue MP-
CUTHAJIA TKAHSIMH OTIYXOJIU TIOCTIe BBeJle-
HUST KOHTPACTHOTO BelecTBa. Y JIBYX Tallu-
enToB (17 %) oTMeuasoch HEMHTEHCUBHOE
JAaCTUYHOE KOHTPACTUPOBAHUE OIYXOJIU.
Meauana ob6beMa OIyXoJieill TpyIibl 3 Ha
MoMeHT nieporo MPT-uccienosanus co-
craBuia 32 cm®. CiefyeT OTMETUTH, YTO
y 8 (53 %) omyxoJieil U3 TaHHOI T'PYIIIIHI
ObLIa BBISIBJIEHA OCOOEHHOCTh POCTA OITY-
XOJIA B BUJIE PACIIPOCTPAaHEHUSI B OJIMsKaii-
1Ivie TMKBOPHBIE TIPOCTPAHCTBA 33 IHET ye-
PETHON SIMKH, MbI Ha3BaJu 3TOT TPU3HAK
Jarepanusaiueil. Takoil xapakTep pocta,
OJTHOCTOPOHHUU MJIM IBYCTOPOHHUH, NTPU-
BOJIMJI K WM3MEHEHUIO (hOPMBI MeyJLIo-

OpurrHanbHble cTaTbu
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6JIaCTOMBI, K TOTEPE TUITMYHON OKPYTJIOi,
MTapOBUIHON (DOPMBI.

B renernueckoii rpymnmne 4 meauaHa
Bo3pacTa coctaBuia 6,8 roma, auamasoH
Bo3pacta ot 1,2 10 16,4 rona. Y 23 maruen-
10B (96 %) OBLI yCTaHOBJIEH KJIACCHYECKUI
TUCTOJIOTUYECKUI THTT MELYIJI00IACTOMBL.
Y opnoro nanuenTa (4 %) ObLI BBISIBICH
JECMOTITTACTUYECKUI  THCTOJIOTHYECKIH
BapuaHT Meay ImobactoMbl. Bee omyxosn
UMeJT CPeIMHHOE PACIOJIOKEeHUEe B TIPO-
ekiuu 4etBepToro skemymoudka (100 %).
Y Bcex MalMEHTOB OIMYXO0Jb Oblia TIpes-
cTaBJIeHa COJTIHBIM 0Opa30BaHUEM, C €/I1-
HUYHBIMUA YYACTKAMU KUCTO3HOU CTPYKTY-
pol oT 2-5 g0 15 mm (100 %). Mennana
saauenus K/ — 749 x 102 mm?/c. ¥ 11
nanueHToB (61 %) He GBLIO BHISIBJICHO I10-
BbilieHe MP-curnana TkaHsiMu onmyxoJu
TocJie BBe/IEHUSI KOHTPACTHOTO Mperapara.
Mennana o6beMa OIyXoJieil TPyl 4 Ha
MoMeHT nieporo MPT-uccnenosanus co-
craBuia 37 cm®. CieryeT OTMETUTD, UTO Y
16 omyxosteit (67 %) GbLIN BBISIBJICHBI TPH-
3HAKU JIATePATU3AIUH POCTA B IUKBOPHBIE
IIPOCTPAHCTBA 33/[HEI YEePEITHO SIMKHU.

KoMOMHAIMN THCTOJIOTHYECKUX Bapu-
AHTOB, JIOKaIM3aruu, (HOPMBI  OIMyXOJe,
CpelHMEe 3HAYEHUS M3MepseMoro Koahdu-
merTa quddysun (MK/T) u o6beMoB orry-
XOJIeld, XapaKTePUCTUKUA KOHTPACTUPOBAHUS
MeyJLT00JIACTOM  YETHIPEX TEHETHYECKUX
TPYIII TIPEICTABICHbI B CBOIHOM TabJI. 2.

Tabnuua 2

CoueTtaHue Bbl6paHHbIX KOJZIMYEeCTBEHHbIX NOKa3aTenen Menym106nac70M
U PEHTreHO-CEMHUOTHUYHECKHUX NPU3HAKOB

WNT SHH 3-s rpynma 4-g rpynma Bcero
n=9! n=12 n =15 n = 24! n = 60!
Bo3spact
Median (Range) | 9,8 (3,2, 16,8) | 2,6 (0,1, 8,3) | 5,2 (1,6, 10,7) | 6,8 (1,2, 16,4) | 6,0 (0,1, 16.8)
Median (IQR) 9,8 (8,1,11,7)12,6(2,3,3,2)| 52(2,8,6.4) | 6,8(4,1,9,2) | 6,0(3,1,8,8)
Mean = SD 10,3 £ 4,3 3,0+23 51£29 7,0 £3,5 6,2+39
Tucronornyeckuii Bapuant
Kmnaccuueckast 8 (100 %) 0(0%) 14 (93 %) 23 (96 %) 45 (80 %)
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WNT SHH 3-a rpynna 4-g rpynmna Bcero

n=9! n=12! n=15! n = 24! n = 60!
Hecmomnactu- o o o o o
qeCKas 0 (0 %) 4 (44 %) 0(0%) 1(4%) 59 %)
f}f;“”acmqe' 0(0 %) 2(22 %) 1(7 %) 0 (0 %) 3(5%)
C sKCTEHCUBHOM o o o o o
HOZYTIPHOCTHIO 00 %) 2(22 %) 0(0%) 0(0%) 24 %)
Kmaccnyeckas +
JIECMOTLIACTIYe- 0(0%) 1 (11 %) 0(0%) 0(0%) 1(2%)
cKast
Heussectna 1 3 0 0 4

Jlokanuzauus onyxoJu
Cpenunno B IV o o o o o
- 9 (100 %) 6 (50 %) 15 (100 %) 24 (100 %) 34 (90 %)
B nomymapuu o o o o o
MOSKOUKa 0(0 %) 6 (50 %) 0 (0 %) 0 (0 %) 6 (10 %)
®dopma onyxoan
[ITapoBuaHast 9 (100 %) 1(8%) 15 (100 %) 24 (100 %) 49 (82 %)
C srarepamaa- 0 (0 %) 0 8 (53 %) 16 (67%) | 24 (40 %)
ueit
MuoroysioBast 0 11 (92 %) 0 0 11 (18 %)
Memuana UK/I
(<10% /c) 675 690 690 749 700
Mennana 06b-
eMa OTTyX0JIn 41 62 32 37 36
(cm?)
XapaKkTepUCTHKH KOHTPACTHPOBAHUS

VHTEeHCHBHO 9 (100 %) 12 (100 %) 10 (83 %) 5(28 %) 36 (39 %)
Heunrencusao 0 0 2(17 %) 2 (11 %) 4(7 %)
He konrpacri- 0 0 0 11 (61 %) 11 (18 %)
pyercst

IIpumeuanue: Median (Range) — meamnana (auanason), Median (IQR) — meauana (uuTep-
KBapTUJIBHBIN pa3dmax), Mean + SD — cpesiHee 3HaueHne + cTaHAAPTHOE OTKJIOHEHUE.

B rpynne WNT xapakTtepHoe n3obpa-
JKeHHe MeLyJIJI00IaCTOMBI TTPEICTaBIeHO
Ha puc 1.

Omnyxonu u3 rpynnsl SHH nerko ot-
JIMYUMBI TIPU JIOKAJIU3AIUN B TOJYIIAPUN
MO3’KeuKa 1 110 (OPMUPOBAHUIO MHOTOY3-
JIOBOTO 06pa3oBaHMsI TI0 MEPE POCTa OITy-
xosu (puc. 2, 3, 4).
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[Ipenmosioxkenre O TPUHALTIEKHO-
CTU MeIyJIo0JacCTOMBI K 3-i TeHeTu-
4eCKO¥l TPyIe BO3MOXKHO B CJIydae WH-
TEHCUBHOTO KOHTPACTHUPOBAHUS TKaHEN
OTIyXOJIM, HENPaBUJIbHON (HOPMBI OIIy-
XOJIM € TPU3HAKAMU PACIPOCTPAHEHUSI
B JINKBOPHBIE MPOCTPAHCTBA 3ajiHell de-
penHoit sMKu (puc. 5).
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Puc. 1. MPT-nccaegoBanue romoBHoro mosra. a — 12 FLAIR B akcmasibHOM ITpoeKIIUN HEPaB-
HOMEPHO TIOBBIIIEHHBINT M P-curHa cpeIMHHO PacIoIoKeHHON Meymobmactombr; 6 — T2-BU
B aKCHAJIbHOI MTPOEKITNU HEPAaBHOMEPHO MOBBITIEHHbIN M P-curnan — KucTo3Ho-comaHoe CTpo-
eHue oryxouu; 6 — T1-BU B caruTTasbHOI MPOEKITNY MHTEHCUBHOE KOHTPACTUPOBAHUE OTTYXOJIN
mrapoBuHOU (hopmbl; 2 — T1-BU B akcruasipHOM TPOEKITUU KUCTO3HO-CONUHAS CTPYKTYPa OITy-
xosm; 0 — T1-BU B akcrabHON TIPOEKIINY HHTEHCUBHOE KOHTPACTUPOBAaHUE OMyXoyu; e — T1-
BU B KopoHapHOI MPOEKIIMU MHTEHCUBHOE KOHTPAcTUpOBaHue omyxosn. Ha Beex m3obpakeHu-
X OIyXO0JTh UMEET TIPABUIBHYIO MIAPOBUIAHYIO (hOPMY, YETKHE, POBHBIE KOHTYPBI

r yi €

Puc. 2. MPT rosoBaoro mosra. a — T2-BU B akcuasibHOM TTPOEKITUH COJIMIIHAS OITYX0JIb B JIEBOM
HOJTYIIAPUK MO3KeUKa ¢ MEJIKUMU KHCTaMU B cTPYKType; 6 — T1-BU B akcuasibHO# poeKInm
YMEPEeHHO TUTIOMHTEHCUBHBIN CUTHA TKaHU omyxoun; ¢ — T1-BU B carmTTampHON mpoeKinn
MHTEHCUBHOE KOHTpacTupoBanue meny/uiobiaactombl; 2 — T2 FLAIR B akcuaabHOR IIPOEKIUU
KHUCTO3HO-COJIUIHAST CTPYKTYPa OIYXOJU ¢ HeOGOJBITUMU MTPOSIBJIEHUSAMHE MePU(OKATLHOTO OTe-
ka; 0 — T1-BU B akcuambHOI IPOEKIINY WHTEHCUBHOE KOHTPACTUPOBAHIE MEIYJII00JIACTOMBI,
e — T1-BU B KOpOHAPHOU MPOEKIINN HHTEHCUBHOE KOHTPACTUPOBAHUE MEYJLI0OIACTOMBI
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Puc. 3. MPT rosioBHoro Mo3ra. a — T2-BU B akcuayibHON TIPOEKIINM COJIUTHAS OIYXOJib C MeJ-
KUMU KHCTaMU B CTPYKTYPe, HeGOJIbINO neprdokaibHblil oTek; 6 — T1-BU B akcnanbHOI Tpoek-
U1 YMEPEHHO TUITOMHTEHCUBHBIN CUTHAJ TKaHU omyxoJin; ¢ — T1-BU B caruttanbHol poekinmn
MHTEHCUBHOE KOHTPACTUPOBAHIE MeIYJLI00IACTOMBI, HEITPABUIbHAS HEOKPYTJIast hopMa OIyXOJIH;
¢ — T2 FLAIR B caruTTasibHOI MPOEKIMUA KUCTO3HO-COTUIHAS CTPYKTYpPa OITyXOJH, CPeIMHHOE
pacriosioskenne; 0 — T1-BU B akcrabHOI TPOEKIINN MHTEHCUBHOE KOHTPACTUPOBAHNE MEJLYJLIO-
6JIACTOMBI, OITyXOJIb MMEET HEIPaBWJIbHYI0 MHOroysjaoByio ¢dopmy; ¢ — T1-BU B kopoHapHOIt
MPOEKINN WHTEHCUBHOE KOHTPACTUPOBAHUE MEIYJIIIO0IACTOMBI, OIyXOJIb PACIPOCTPAHSIETCS B
JIMKBOPHBIE ITPOCTPAHCTBA 33/IHE YePEITHON SIMKI, KPAaHHOBEPTEOPATILHOTO MEPEX0/ia

Puc. 4. MPT ronosHoro mo3sra. a — T2-BU B akcnanbHO MTPOEKINN KUCTO3HO-COJTUIHOE CTPOe-
HIIe CPEAMHHO pachosioskeHHoi omyxoun; 6 — T2 FLAIR B akcuanbHOI TPOEKIINU KHCTO3HO-CO-
JIMIHAS Y3JI0Bask CTPYKTYPa OIYXO0JIH, ¢ Hebo bIuM rnepudokaabibiM otekoM; 6 — T1-BU B ca-
TUTTAJIBHON TPOEKIIMYA WHTEHCUBHOE «TPO3IbEBUIHOE> KOHTPACTUPOBAHUE MEIYJLI0OIACTOMBI;
¢ — T1-BU B akcuasibHOI TPOEKIINY HEPABHOMEPHO TUTIOMHTEHCUBHBIN CUTHAJ TKAHU OTTYXOJIH;
0 — T1-BU B akcuaabHOU MPOEKIMY MHTEHCHBHOE HEpaBHOMEPHOE KOHTPAaCTUPOBAHUE MELYJI-
nob6sacrombr; e — T1-BU B KopoHapHOIi IPOEKIMK NHTEHCUBHOE HEPABHOMEPHOE KOHTPACTUPO-
BaHUe Me/yJLI06JIaCTOMBI, OTMEUYAETCs] POCT OMYXOJIU JI0 HAMETa MO3KeUKa ¢ 00enX CTOPOH
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Puc. 5. MPT rososaoro mosra. a — T2-BU B akcuaibHO# MPOEKINN COJTUIHOE CTPOEHNE Ccpe-
JIMHHO PacoiokeHHo# omyxosu; 6 — T1-BU B akcuabHOI TPOEKIINU HEPABHOMEPHO MMITOUH-
TEHCUBHBIN CUTHAJ TKaHM orryxoJin; 6 — T1-BU B caruTtajibHON MPOEKITNNT MHTEHCUBHOE KOHTPa-
CTHpPOBaHME MEIY/LI00JIacTOMBI, HellpaBUIbHAsT HeoKpyTaas ¢opma omyxonn; 2 — T2 FLAIR —
MEJIKOKHCTO3HAsT CTPYKTypa OIMyXOJIH, CPeArHHOE pacmosoxenne; 0 — T1-BU B akcuaibHOI
MPOEKIMY WHTEHCUBHOE KOHTPACTHPOBAHKUE MEMLYJI00aCTOMBI, PACIIPOCTPAHSIETCS B 00JIaCTh
MOCTO-MO3;KEUKOBBIX IIUCTEPH — TPU3HAKU JIATEPATU3AINN, OTYXO0Jb MMeeT HelPaBUIHHYIO
bopmy; e — T1-BU B kopoHapHOIt TPOEKITNT MHTEHCUBHOE HEPABHOMEPHOE KOHTPACTUPOBAHUE,

pacmpocTpaHseTcs: B IMKBOPHBIE TIPOCTPAHCTBA 3a/[HEN YE€PEITHON SIMKI

[Ipenmonoxxenne o MpPUHAAIEKHO-
CTU MeyJI00IacTOMBI K 4-if TeHeThde-
CKOIi TpyIilie BO3MOKHO B CJIydyae OTCYyT-
CTBUSI KOHTPACTUPOBAHUS ONYXOJU WU
MIpY ee YaCTUYHOM KOHTPACTUPOBAHUU, B
npegenax 5—10 % ob6beMa TKaHel MeLyI-
7106/1aCTOMBI, UTHTEHCUBHOM KOHTPAaCTH-
poBanuu (puc. 6).

Wcxoas us crangapTHoro Habopa Bu-
3yajibHOU oneHku AaHHbIX MPT moxxHO
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MOCTPOUTD CJIEYIOIINI aJITOPUTM JMATHO-
ctuku (puc. 7).

[To wHUIIMATEHOMY 00BEMY OITYXOJIN
BU3YaJbHO OTJUYUMbI MEIYJLIOOJIACTOMBI
rpynnel SHH, mocturaronime Hanbosiblie-
ro pa3Mepa Ha MOMEHT TIEPBUYHOU mua-
THOCTHUKH, YTO OOBSICHSIETCSI B TOM YHCJIE
JIOKQ/I3aneil B TIOJNYIIapUM MO3KeuKa

(puc. 8).
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Puc. 6. MPT rosioBaoro mosra. a — T2-BU B akcraibHOM TPOEKITNY COMIAHAS OITYXO0JIb C KUCTa-
MU B cTpyKType; 6 — T1-BU B akcrabHO# TPOEKINK HepaBHOMEPHO MMITOMHTEHCUBHBIH CHTHAJ
TKaHU CPEJIMHHO PacoyoKeHHon onyxoin; ¢ — T1-BU B caruTtanbHOM TPOEKINN HET KOHTPa-
CTUPOBaHUST MeIyJIJI0OJACTOMBI, HETTpaBUIbHAsT HeOKpyTast opma omyxouu; r — T2 FLAIR —
KHCTO3HO-COJIMIHAST CTPYKTYPa OIyXOJIH, CpeIuHHOE paciooxkenne; 0 — T1-BU B akcuambHO
poeKIuu 6e3 JOCTOBEPHBIX MPU3HAKOB KOHTpacTupoBanust; ¢ — T1-BY B KopoHapHOIi mpoex-
1K 6€3 I0CTOBEPHBIX MTPU3HAKOB KOHTPACTUPOBAHMS

Puc. 7. Ajroput™M BU3YQJIbHOTO PA3/Indust TEHETHYECKUX TPYIIT MeLYJI00JacTOM

IIpumevanue: WNT — axrusanmst curnasibroro mytu Wingless, SHH — aktuBariusi cMrHaJbHOTO
nytu Sonic Hedgehog.
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Puc. 8. Meauanb! 1 Irana3oHbl 3HaYeHUN 00bEMOB OIyX0Jieil B TeHeTndeckux rpyrmax: WNT —
akTUBaIus curHaabioro mytn Winglesst, SHH — akruBanus curnansioro mytu Sonic Hedge-

hog

[To UK/l renetnyeckue TPyIIibl Me-
Ay/mo6aacToM HeoTImduMbl.  OUueBUIHO,
KOJIMYECTBEHHAsI OIleHKa JIOJKHA OCy-
IIECTBJISTHCS B MHON METO/I0JIOTUY WJIN 110
MHBIM [apaMeTpaM, 4To OyJIeT TeMoil Ha-
el qaspHenein paboTs (puc. 9).

[IpoBenen cratucTUyecKuii  aHaIU3
ucrnonbdyeMblx MPT-nipusnakoB g 1mo-
CTPOEHUsT elnHOoro Kiaccudukaropa, IO-
JIy4eHO  cJeyioliee JIepeBO  IPUHSTHS
pelieHnii ¢ HWCIOJIb30BaHUEM METPUK Ka-
yectBa: PPV (Positive Predictive Value —
MOJIOJKUTEJIbHASL ~ TIPOTHOCTUYECKast — 11eH-
HOCTb) — TIPOIIEHT OITyXOJieH, JeiicTBU-
TeJIbHO OTHOCSIIUXCSI K 3TOU TpyTile, cpe-
1IN BCeX OITyXOJIeH, Mpejicka3aHHbIX KaK 3Ta
rpynma, NPV (Negative Predictive Value —
oTpullaTebHasi — MPOTHO3UpyeMast — IIeH-
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HOCTb) — ITPOIIEHT OITyXOJIeid, 1eCTBUTEh-
HO He OTHOCSIIMXCSI K 3TOU TPYIIIe, cpenu
BCeX OITyXOJIei, Mpe/iCKa3aHHbIX KakK He 9Ta
rpymma, TPR (True Positive Rate uctuano
MOJIOKUTENIbHBIN TIOKa3aTesb) — TPOIIEHT
OITyXOJiel, BEpHO Ipe/ICKa3aHHBIX KaK 3Ta
IpyIITIa, CPeIv BCeX OITyXoJIeid, 1eCTBUTE h-
HO oTHOcsIMXcA K aToi rpytie, TNR (True
Negative Rate — ucTUHHO OTpuUIIATEIbHBIN
MOKa3arejib) — IPOIEHT OITyXOJei, BEpHO
IIpe/ICKa3aHHbIX KaK He 3Ta TPYIINa, Cpeau
BCeX OITyXoJiell, IeMCTBUTENIbHO He OTHOCS-
nmxcs K atout rpytie (puc. 10).

[pymmoBble XapaKTepUCTUKKU CTaTUCTH-
YECKOTO aHa/IN3a MPEeICTaBIeHbI B Ta0I. 3.

Pacripenenenvie naineHToOB BcexX reHe-
TUYECKUX TPYIIT MeAYJLI00IaCTOM 10 BO3-
pacTy 1npejctaBiaeHo Ha puc. 11.
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Puc. 9. Meaunanbt u auanasonst 3uavennii KT meaynno6mactom B reHeTndecknx rpyrimax: WNT —
akTHUBAIs curHaIbHOrO Iyt Wingless, SHH — axtuBanus curaaisHoro mytu Sonic Hedgehog

Puc. 10. [lepeBo pelieHuii Ha OCHOBE BBHIOPAHHBIX PEHTTEHOJOTHUYECKUX TPU3HAKOB, BCETO BEPHO
KJIacCU(UITMPOBAHO TTAIMEHTOB B reHeTnueckux rpymnmax (11 +8+7 + 11) /50, . e. 37 u3 50 (74 %)
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Tabnuua 3
I'pynnosble XapaKTepHUCTUKHU CTaTUCTUYECKOro aHaJin3a
WNT SHH Ipynna 3 | Ipynma 4

PPV — nosioxxuTenbHast IporaocTudeckast o o o o

0% 92 % 57 % 72 %
IIEHHOCTD
NPV — orpuriarespHas TpoTHO3UpyeMast 89 % 100 % 89 % 82 %
1EHHOCTD
TPR — ucTHHHO MOJIOKUTETBHBIN TTOKa3aTe b 0 % 92 % 66 % 100 %
TNR — uctunHO OTpUIATETHHBII TOKA3ATETH 100 % 100 % 84 % 75 %

IIpumeuanue: meTpukn KadectBa Kiaaccuduranuu: 66 % (mean TPR), 57 % (mean PPV).

OnTuMabHOE IE€PEBO pelieHnit GbLIO
CO3/IaHO C YYeTOM BO3pacTa TAIMEeHTOB
rpynn WNT u rpynmet 3 (puc. 12).

Ipynmossie
TUCTUYECKOTO aHajIu3a IIPe/ICTaBJIEHbl B

TabJI. 4.

pr'ﬂna 3
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XapaKTePUCTUKU

I'py:nna 4

CTa-

Puc. 11. Meaunana u [uana3oH pacipe/eeHrss BO3pacTa MalueHToB ¢ Meay1061acTOMOM
B Kayk101 reHernyeckoii rpymme: WNT — aktuBanus curdaapaoro nytu Wingless, SHH —

akTuBaIus curHaiabHoro nytu Sonic Hedgehog
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Puc. 12. JlepeBo pelieHnit Ha OCHOBE BHIOPAHHBIX PEHTTEHOJIOTHYECKUX TPU3HAKOB, BCETO BEPHO
knaccudunuposano (11 +8 +9 + 11) /51, 1.e. 39 uz 51 (76 %)

Tabnuua 4
FpynnoBble XxapaKTepUCTUKHU CTaTUCTUUECKOIr0O aHaN13a

WNT SHH Group 3 | Group 4
PPV — nosoxxuTenbHast MporaocTudeckast o o o o

62 % 100 % 56 % 100 %
IEHHOCTD
NPV — orpurnaresnspnas mporHo3upyemast 97 o 980 % 91 % 83 %
IEHHOCTD
TPR — uCTUHHO MTOJIOKUTEIHHBIN TOKa3aTe b 89 % 92 % 75 % 61 %
TNR — UCTHHHO OTPUIIATENBHBIN TOKA3ATEh 88 % 100 % 82 % 100 %

IIpumeuanue: metpuku kaudectBa kiaccuduramuu: 79,5 % (mean PPV), 79,25 % (mean

TPR).

[Tonyuennsie nannbie o MP-cemu-
OTHKe MeayJuobacToM y JeTeil COBIa-
JIAIOT C TIPE/ICTaBJIEHHBIMU pPe3yJibTaTaMu
MOJOOHBIX MCCJIE0OBaHUN  3apyOesKHBIX
koster [, 10, 12]. IlpeacraBiennblit au-
arHOCTUYECKUN aJITOPUTM — 3TO IEepPBBbIE
pe3yJsibraThl paboThI OIEHKN Bpadeil ABYX
(benepasibHBIX IEHTPOB IO TeMaTHUKeE pa-
auoreHoMuka. Pabora peTpociekTHBHas.
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Muanmmanpusie MPT-ucciaeqoBanuid BbI-
TTOJIHSLTTUCH B PAa3JIMUYHBIX KITWHUKAX 110 Me-
CTy JKUTEJIbCTBa MalueHToB. Mccaenosa-
HUS BBITIOJIHSIACH B 00beMe CTaHAapTHOTO
PYTUHHOTO UCCJIeIOBAHUS.

3aKJiloueHHe
BOBMO)KHOCTB HpeI[HOJIO>KI/ITb reHe-
TUYECKYIO TPYIITy 3a00JIeBaHMs y JeTei
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¢ Mexy/Io6JacTOMOl TIPU  TIEPBUYHOM
MPT-uccienoBanuu MIPEICTABJISACTCS
HaM BaXKHOI 1 akTyasbHoll. Onpeenenve
HanOoJsiee xapakTepHbix MPT-mprusHakoB
MOJIEKYJIIPHBIX TPYII  MeLyJLI001acTOM
(WNT, SHH, rpynma 3 u rpynma 4) mo-
3BOJIUT C OTPE/IEJIEHHON CTEMEeHbIO [0CTO-
BEPHOCTU  TIPETIONIOKUTD  TTPABUJIHHBIN
JTMATHO3 HA TIEPBUYHOM JMATHOCTUYECKOM
sTarie. YTO, B CBOIO OU€pelb, MOKET BJIH-
ATh Ha (OPMHUPOBaHUE TPABUIHHOTO al-
ropuT™Ma MCCJIeI0BaHus manneHTa. Pabora
[peICTaBIIsIeT cOO0iT TOJMBKO MTEPBBIN Tar B
TIOTIBITKE OCYIIECTBUTH KOPPEISIIUIO MEK-
Iy TaHHBIMY JIy4eBOU TUATHOCTUKU U JIaH-
HBIMW TEHETUKHU — PaJIUOTEHOMUKH B POC-
cuiickoii neguarpun. [lo mepe nonumanus
poriecca PasBUTHS MeLyJII0OJaCTOM, WX
OUOJIOTHY ¥ TEHETUKHU, PACITUPEHUS BO3-
MOKHOCTE METO/IOB JIy4eBOUW TUarHOCTHU-
K11, 6e3yCJIOBHO, Oy Iy T HAllZIeHbI XapaKTep-
Hble CEMUOTHYECKUE JIy4eBble MPUBHAKU
reHeTHYeCKUuX (HOpM MeIaysIo0IacToM y
JIeTeN.
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