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Jlopoeue koaaeeu, opy3va!
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Knunuko-mopchonornueckue u reHeTM4ecKue XxapakTepucTuku gerei
CO CBET/IOK/IeTO4HON CApKOMOW NOYKU

A.M. Ymmnosa' 2, M.B. Pyboaunckasa', A.M. Cyneiimanosa', I.b. Caroan', A.M. Murpodanosa’, 1.M. IOnycosa?,
C.P. Bapdosiomeena'

IDI'BY «Hayuonansholii meduyunckuil uccaedogamensvckuii yenmp onkonoeuu umenu H.H. baroxuna» Munsopasa Poccuu;
Poccus, 115522, Mockea, Kawupckoe wocce, 23;

2I'BY P «Jlemckas pecnybaukanckas kaunuyeckas 6oavhuya umenu H .M. Kypaesa»; Poccus, 367027, Pecnybauka Jacecman,
Maxaukana, ya. Axmeda Maeomedosa, 2a;

SOIBY «Hayuonanbhwlit MeOUUUHCKUT UCCAe008aMENbCKUN UEHMP OeMCKOL 2eMAMOA0UU, OHKOA0UU U UMMYHOA0UU UMEHU
Jmumpus Poeauesa» Munzdpasa Poccuu; Poccus, 117997, Mockea, ya. Camopsr Mawena, 1

KonTakTHble naHublie: Acusm Mazomedosna Huaunosa asiyat- 198 1@mail.ru

Beeodenue. Oonoii u3z pedkux nepeuuHvlx onyxoneii nouxku y demeil s6as1emcs ceemaoksemounas capkoma (CKCII). OcobenrHocmu
3a001€6aHUS 3AKAUAMCA 8 €20 A2PeCCUBHOM MeveHUU, ObICIMPOM pocme ONYXOoAU U 6biCOKOU CKAOHHOCMU K MemacmasupoeaHuro.
Kaunuueckuii unmepec k CKCII cés3an He mMoAbKo ¢ ee agpeccugHOCHbio KAk 0MOeAbHOU HO30102UMeCKoi hopMbl, HO U ¢ 8ONPOCAMU
PAHHE20 PACNO3HABAHUS CPedU OpYy2UX OemCKUX NOYeYHbIX H08000pazoeanui. [Ipu smom cmandapmuszayus OUaeHOCMUKU U ONMUMU3AYUSL
mepanuu mpeOyrom yuema MoAeKYAAPHbIX MapKepos 045 dupgepenyuanrvroii duaenocmurxu CKCII ¢ dpyeumu pedkumu onyxoasamu HO4KU.
Bce smo nodpaszymesaem HeobX00UMOCMb KOMHAEGKCHO20 NOOX00a — OM AKMUBHO20 y4acmusi neouampos 6 NepPeUuuHoM GblieAeHUl
3a001€6aHUS 00 BHEOPEHUS MOUHbIX MOACKYAAPHO-2CHEMUUECKUX MeCmO8 8 UeasX YAYHUeHUs NPOCHO3A 3a001e8aHU.

Ileab uccaedosanus — oueHums KAUHUKO-Mopghonoeuteckue u morekyrsapHo-eenemuyeckue ocovennocmu CKCII.

Mamepuaavt u memoowt. [Iposedeno pempocnekmusHnoe 00Hoyenmpogoe ucciedosanue 22 demeil ¢ duaenozom CKCII, noayuasuwiux
mepanuio 6 HUH demckoii onkonoeuu u eemamonoeuu um. akad. PAMH JI.A. Jlypnosa ®I'BY « HMHUI] onxonoeuu um. H.H. bBaoxuna»
Mun3zdpasa Poccuu 6 nepuod c cenmsadps 2009 e. no dexabps 2023 e.

Pesyavmamot. [Iposedena oyenia npoeHocmu1eckux paKkmopog: noaa, 603pacma, 00sema nepeutHoll ONyxoau Ha MOMeHmM NOCMAHOBKU
0uazHo3a, MONEKYAAPHO-2eHEMUYEeCKUX Xapakmepucmuk. B xoeopme npeobaadanu auya myxcckoeo noaa: 15 (68 %) npomue 7 (32 %) —
Jcenck020. Meduana 6ospacma na momenm nocmanoékuy duaenoda cocmaeuna 29 (17—44) mec, meduana obsema nepeuuHoll onyxoru —
543 (368—748) cm’. Bee onyxoau Hocuau yruramepanviwiii xapakmep (npagocmoponnue — 45 %, nesocmopornue — 55 %), 10K aru308anHas
cmaous evisigrena y 21 (95,5 %) nayuenma, memacmamuueckas — y 1 (4,5 %), npu smom memacmamuueckoeo nopajceHus: 1eeKux Ha
MOMEHM Nepeu4Hol OUACHOCMUKY He 3apecucmpupo8ano Hu 6 00HoM cayyae. CMamucmu4ecKuy 3Ha4UMbIX pa3au4uil o 603pacmy u obsemy
onyxonu mexcdy nauueHmam MyJiccKoeo U JceHckoeo noaa He noayyeno (p > 0,05). I[lpu meduane nabniodenus 4,1 eoda 3agpuxcuposano
6 (27,3 %) cobvimuii u 2 (9,1 %) aemanvhvix ucxooa. beccoovimuiinas évixcusaemocms (BCB) cocmasuna 100,0 % na cpoke 1200, 79,6 %
(95 % dosepumenvruiii unmepsan 63,4—99,9) — na cpoke 3 200a, u 72,4 % (95 % dosepumenvruiii unmepsan 53,9—97,1) — na cpoke 5 nem;
obwas evincusaemocmo (OB) — 100,0 %, 88,4 % u 88,4 % (95 % dosepumenvuwiit unmepsan 74,3—100,0) coomeemcmeenno; meouanvl
BCB u OB ne docmuenymot, meduana epemenu do cobvimus — 2,5 (1,7—5,6) eoda. Bospacm maadwe 2,7 eoda (mouka omcevenusi —
32 mecaya) accoyuuposancs c mendenyueii k chudicenuio bCB (p = 0,0962, log-rank). Pazauuuii 6 BCB 6 3agucumocmu om noaa (p = 0,954),
obsema onyxonu (p = 0,446) u npomorxona mepanuu — Umbrella SIOP-RTSG 2016 (n = 12) npomue unvix cxem (SIOP-93-01, SIOP-2001;
n = 10) — ne svis61en0 (p = 0,6). Monexyaspro-eenemuueckoe mecmuposatue 8vinoanenoy 7 (32 %) nayuenmos: 6Hympenusis maHoeMHas
dynauxayus eena BCOR obnapyicena 6o écex cayuasx.

Bui6oowt. K nomenyuanvho nebnrazonpusmuomy npoenocmuueckomy gpaxmopy y nayuenmog ¢ CKCII moxcho omnecmu 6o3pacm maaouie
2,7 e00a. Meduana epemenu 0o nepsoeo cobvbimus cocmasuia 2,5 eoda, ymo ykKaszvieaem Ha mo, umo 6oavuurncmeo peyuousose CKCII
npoucxooum 6 cpeoHecpOHHOM nepuode nocae 3aéepuleHuss mepanuu.

KioueBble €J10Ba: CBETJIOKIETOYHASI CapKOMa IMOYKH, MOJIEKYJISIPHO-TEHETUYECKUE XapaKTePUCTUKK, BHYTPEHHSISI TaHAECMHasI
nyrmikanus reHa BCOR

Jlna nurupoBanus: Yumuiosa A.M., PyGarnckas M.B., CyneiimanoBa A.M., Carosit I.b., Mutpodanoa A.M., FOnycosa .M.,
Bapdoaomeena C.P. KnuHuko-Mopdosornueckue u reHeTUIeCKue XapaKTepUCTUKM ASTel CO CBETIOKJIETOUHOIM CApKOMOI TTOYKU.
Poccuiicknii JKypHaJT IeTCKO# reMaToJIorny 1 oHKoyornu. 2026;13(2):12-8.
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Clinical, morphological, and genetic characteristics of children with clear cell sarcoma of the kidney

A.M. Chililova®?, M.V. Rubanskaya’, A.M. Suleymanova’, G.B. Sagoyan', A.M. Mitrofanova’, I.M. Yunusova’,

S.R. Varfolomeeva’

IN.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115522, Russia;
’Republican Clinical Hospital named after N.M. Kuraev, 2a Ahmeda Magomedova St., Makhachkala, 367027, Russia; >Dmitry Rogachev
National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia; 1 Samory Mashela St.,
Moscow, 117997, Russia

Introduction. Clear cell sarcoma of the kidney (CCSK) is a rare primary renal tumor in children. It is characterized by an aggressive course,
rapid tumor growth, and a high propensity for metastasis. Clinical interest in CCSK stems not only from its aggressiveness as a distinct entity but
also from the diagnostic challenges in differentiating it from other pediatric renal neoplasms. Standardization of diagnosis and optimization
of therapy require the identification of molecular markers to improve differential diagnosis with other rare renal tumors. A comprehensive
approach — from early detection by pediatricians to precise molecular genetic testing — is essential to improve prognosis.

The purpose of the study — to evaluate the clinical, morphological, and molecular genetic features of CCSK.

Materials and methods. We conducted a retrospective single-center study of children with CCSK who received treatment at the Research
Institute of Pediatric Oncology and Hematology named after Academician L.A. Durnov, N.N. Blokhin National Medical Research Center of
Oncology, Ministry of Health of Russia, between September 2009 and December 2023.

Results. Prognostic factors assessed included sex, age at diagnosis, primary tumor volume, and molecular genetic characteristics. The cohort
was predominantly male (15/22, 68 %) compared with female (7/22, 32 %). Median age at diagnosis was 29 (17—44) months, and median
primary tumor volume was 543 (368—748) cm?>. All tumors were unilateral (right-sided — 45 %, left-sided — 55 %). Localized disease was
present in 21 (95.5 %) patients and metastatic disease in 1 (4.5 %); no pulmonary metastases were detected at diagnosis. No significant sex
differences were observed in age or tumor volume (p > 0.05). At a median follow-up of 4.1 years, 6 events (27.3 %) and 2 deaths (9.1 %)
occurred. Event-free survival (EFS) was 100 % at 1 year, 79.6 % (95 % confidence interval 63.4—99.9) at 3 years, and 72.4 % (95 %
confidence interval 53.9—97.1 %) at 5 years. Overall survival (OS) was 100 %, 88.4 %, and 8§8.4 % (95 % confidence interval 74.3— 100 %),
respectively. Median EFS and OS were not reached; median time to event was 2.5 (1.7—5.6) years. Age < 2.7 years (cutoff — 32 months)
showed a trend toward inferior EFS (p = 0.096, log-rank). No differences in EFS were found according to sex (p = 0.954), tumor volume
(p = 0.446), or treatment protocol (Umbrella SIOP-RTSG 2016 (n = 12) vs. other regimens (SIOP-93-01, SIOP-2001; n = 10) (p = 0.6).
Molecular genetic testing was performed in 7 patients (32 %); BCOR internal tandem duplication was identified in all 7 (100 %).

Conclusions. Age younger than 2.7 years may represent a potentially unfavorable prognostic factor in CCSK. The median time fto first event
of 2.5 years indicates that most relapses occur in the medium-term period after therapy completion.

Key words: clear cell sarcoma of the kidney, molecular genetic characteristics, BCOR internal tandem duplication

For citation: Chililova A.M., Rubanskaya M.V., Suleymanova A.M., Sagoyan G.B., Mitrofanova A.M., Yunusova I.M.,
Varfolomeeva S.R. Clinical, morphological, and genetic characteristics of children with clear cell sarcoma of the kidney. Russian Journal
of Pediatric Hematology and Oncology. 2026;13(2):12—8.
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Beenenue

CaemnokiietouHas capkoma rouku (CKCIT) sBnsercst
OIHOM U3 peNKUX MEPBUYHBIX OIYXOJIEW MOYEK Yy NETEH,
KOTOpasl COCTaBJIsIeT IpUMepHO 2—5 % Bcex HOBooOpa-
30BaHUI TIOYEK B MeauaTpuyeckoil mpakruke [1]. Cpenu
3JI0KAYECTBEHHBIX HOBOOOPA30BaHUI MOYEK IO YACTOTE
BCTPEYAEMOCTU JaHHOE 3a00JieBaHUE YCTYyHaeT JIUIb
HedpobiacTome, 3TOT (PaKT MO3BOJISIET SICHO 0003HAYUTH
€€ MECTO B CTPYKTYpE AETCKOI OHKOJIOTUM.

YuutsiBast CXOACTBO MPOSIBICHUM ¢ He(DPOOIaCTOMOM
U IPYTUMU penkumMu (hopMaMu, TaKUMHU KakK 370Kaye-
CTBEHHAsl pabIoOUIHAS OIMYXOJb WX BPOXIEHHAs ME30-
Omactmyeckass Hedpoma [2, 3], 6e3 MOMOIHUTETHbHBIX
WHCTPYMEHTAJIIBHBIX METONOB BEPUMPUIIMPOBATH THUI
MOpPaXE€HUsI HEBO3MOXHO, YTO JEJIaeT BOMPOC PaHHETO
BBISIBJIEHUS U TIOCTAHOBKY TMATHO3a KPaiiHE CI0XHBIM.

ITpu 3TOM cTaHmapTU3aLUUsl TMAarHOCTUKU U ONTUMMU-
3alKs TepAUU TPEOYIOT yueTa MOJEKYISIPHBIX MAPKEPOB.
Hanpumep, skcmpeccusi BCOR paccMaTpuBaeTcsl Kak
BaXHbIN crienu@uueckuii mpusHak mid nuddepeHiu-
anbHOM nuarHoctuku mexay CKCIT u apyrumu peakumu
OITYXOJISIMU TIOUKU [4].

Hcxons u3 mMmerommxcsa AaHHBIX, peakocth CKCII
co3MaeT TPYAHOCTU JUIsl TPOBEICHUS KIMHUYECKUX
Hccle0BaHuli. BoJbIIMHCTBO MyOJIUKALIAI CTPOUTCS Ha
PETPOCTIEKTUBHBIX aHAIU3aX HEOOJbIIUX Cepuil Mmaiu-
€HTOB, YTO JOMOJHUTEIbHO HAKJIAbIBAET OTPAaHUYECHUS
Ha MHTEPIPETALMIO PE3YJBTAaTOB U MPOTHO3UPOBAHUE
5(hGEKTUBHOCTU TE€X WU UHBIX TEPANeBTUYECKUX CTpa-
TETUN.

MarepuaJibl 4 METOAbI

BbImosTHeH peTpOCTIEKTUBHBINM aHAIu3 MalMeHTOB
C THUCTOJIOTMYECKM BepUDUIIMPOBAHHBIM TUATHO30M
CKCII, monyyaBmmx  Teparuio/KOHCYJIbTaTUBHYIO
nomomib B HUM nerckoif OHKOJIOTMM U TeMaTOJIOTUU
nM. akan. PAMH JI.A. Iypaosa ®I'BY «<HMMUII onko-
soruu uMm. H.H. bioxuna» Munsapasa Poccuu B nepuon
¢ ceHTs10pst 2009 1. mo mexadpb 2023 1. (172 mec).

JlaHHbIe TIONMYyYaJId U3 MEIUIIMHCKOM JTOKYMEHTAlluN
U DJeKTpOHHOW 6a3bl naHHbiX LlenTpa. Ha mposene-
HUE WCCIIeNOBaHUSI ObUIO TIOJYYeHO pPa3pelleHue Ipo-
(uabHON 3KCIEPTHOM KOMUCCHM, STUYECKOTO KOMM-
Teta u yuyeHoro coeta HWUM OOul’ um. akan. PAMH
JILA. lypHoBa.

Bo Bcex cimywasix ObUT MpOBEAEH aHAIW3 BXOMSIIEH
MEIUIIMHCKOW JOKYMEHTAlMU: 3aKJIIOUUTEIbHBIC SITH-
KpU3bl, STallHble SMUKPU3bI, OCMOTPHI CIELMAIUCTOB
U IpYTHE JOCTYITHBIE METUIIMHCKUE 3aKTIOUEHUSI.

ITpu mocTyrjieHur B CTallMOHAP BBIMOJHSUIA KOM-
neloTepHyto Tomorpaduio (KT) opraHoB rpyaHoit
KJIeTKM C BHYTPUMBEHHBIM KoHTpactupoBanuem u KT/
MarHUTHO-PE30HAHCHYIO TOMOTpaduio OpraHoB OpIOII-
HOU MOJIOCTU ¢ KOHTPACTHBIM YCWJICHUEM. Y MallMeHTOB
OLIEHUBAJIUCH PE3YyJIbTaThl UCCIECNOBAHUI, TPOBEACHHBIX
B APYTUX JICUEOHBIX YUPEXKIACHUSX, U3TTOXKEHHBIX B COOT-
BETCTBYIOIIEW MEAUIIMHCKON TOKYMEHTALIA Y.

Y nopapnsoNieil 4acTu TAIMEHTOB IUArHo3 ObLI
YCTaHOBJIEH HAa OCHOBAHUM KJIMHUKO-PEHTIEHOJOrnYe-
ckux aaHHbIX. [locie rucronormyeckoil BepuduKaluu
nuarHoza CKCII gomonHWUTETbHO TMPOBOAWIM Mar-
HUTHO-PE30HAHCHYI0 TOMOTrpaduio TOJOBHOTO MO3ra
C BHYTPUBEHHBIM KOHTPACTUPOBAHMEM, CIIMHTUTPA]UIO
KOCTeil cKejieTa/To3UTPOHHO-IMUCCUOHHYIO TOMOTpa-
(uto, coBmemennymo ¢ KT.

B pamMkax [gaHHOrO aHanau3a OUEHUBAIUCH IO,
BO3pacT TNAalUEHTa, OO0BEM IIEPBUYHON OIyXOJU Ha
MOMEHT MOCTAaHOBKM JMAarHo3a, HAJIMYME OTIaJ€HHBIX
METacTa30B, JIUTEJbHOCTh HAOMIONEHUSI, PpEe3YIbTaThl
MOJIEKYJISIPHO-TE€HETUYECKOTO TECTUPOBAHUS.

MonekynsipHO-TeHETUUECKOE HCCIeJOBAaHUE TMPO-
BOJMJIOCHh C TOMOIIBIO MaHEIW TEeHETUYECKUX TECTOB
FoundationOne.

MHudopmaliysg 060 Bcex mauMeHTax sl CTaTUCTUYE-
CKoil 00paboTKM ObLIa BHeCEHA B 0a3y JaHHBIX, CO3[aH-
HYI0 Ha OCHOBe Tiporpammbl Microsoft Excel 2016. Beoku-
BaeMOCTb aHAIM3UpoBaM MeTonoM Kamnana—Maiiepa.
Kpussie obmeit (OB) u 6eccoonurtuiiHoit (BCB) BbKu-
BaeMOCTHU C yKa3aHueM MeavaH u 95 % JoBepUTETbHBIX
uHTepBaioB (JIN) ounenuBanu B Toukax 1, 3 roga u 5 Jjet.
Js1 cpaBHEHUST KPUBBIX MEXKJy TPYTITaMU UCTIOJIb30BATU
JIOT-PAHTOBbI KPUTEPUIA.

AHam3 TIpoBeAeH 1o cocTosgHmIo Ha 31.01.2025.

Pe3ynbraTh

B pamkax HacTosIIIeTo uccaenoBaHusl ObUTH MpoaHa-
JIU3UPOBAHBI JaHHbIE 22 TAIIUEHTOB C MOP(MOIOTUIECKU
BepuduimpoBanHbiM quarnozom CKCII.

KiroueBble k1MHUKO-aeMorpadudeckre u Mopgosao-
TMYecKre XapaKTepUCTUKU MCCIIeTyeMOMl TPYIIbl TIpe-
CTaBJIEHBI B TaOII. 1.

B ananumsupyeMoli BBIOOpKE OTMEUanioCh 3HAYUTEIb-
HOe TipeobjiagaHue JIUI MyXcKoro moja — 15 (68 %).
MenuaHa Bo3pacTa Ha MOMEHT MaHudectanuu 3a00-
neBanust cocraBuna 29 (17; 44) mecsanes. [Ipu ananuze
TMEePBUYHON JIOKJIM3ALIMKU OITyXOJIEBOTO TIpoliecca ObUIO
BBISIBJICHO HE3HAYUTEJIbHOE TIpeodIajaHne JIeBOCTO-
pOHHEro nopaxeHust. Bce ciydyan 3aboiieBaHUST HOCUIU
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Kaunuxo-demoepaghuuecicue u mopghonroeuneckue xapakmepucmuiu nayu-
eHmMO8, BKAIOUEHHbIX 6 uccaedosanue (n = 22)

Clinical, demographic and morphological characteristics of the patients
included in the study (n = 22)

Characteristic Meaning
[Momn, n (%):
Gender, n (%):
MYKCKOU
male

KEHCKUIN
female

15 (68)

7(32)

Bo3spacT Ha MOMEHT IMarHo3a, Mecsiibl 29 (17; 44)*
Age at the time of diagnosis, months >
JlarepanbHocts 1 (%):
Laterality, n (%):

cripaBa

right

cieBa

left
OO6bEM MTEPBUYHOM OIYXOJIH, CM?
Primary tumor volume, cm’

10 (45)

12 (55)

543 (368; 748)*

Cranust 3a6oneBanust, 1 (%):
Stage of the disease, n (%):
JIOKaJIM30BaHHas
localized
MeTacTaTu4eckast
metastatic

21(95,5)

1(4,5)

MoJieKyISIpHO-TeHETUYECKOe TeCTupoBaHue, 1 (%):
Molecular genetic testing, n (%):
BBITTOJIHEHO
done
Hajmure Myrtanuu B rene BCOR (ot uwmcna
MPOTECTUPOBAHHBIX, 1 = 7)
the presence of a mutation in the BCOR gene (out
of the number of tested, n = 7)
|

IIpnmeuanne. * — dannvie npedcmasnensl 6 sude meouansi, 1-eo u 3-eo Keapmunei.

7(32)

7 (100)

Note. * — the data is presented as a median, are the first and third quartiles.

YHUJIaTepaIbHBIN XapakTep, OMIaTepabHOTO MTOPaXKEeHUS
MovYeK B paMKaxX JaHHOW KOTOPTHl 3aUKCUPOBAHO HE
ObLIO.

Mennana oObeMa OTYXOJIEBOTO y3ja JIOCTHUTJIA
543 (368; 748) cM®. HecMoTpst Ha 3HaYUTETbHBIC pa3Me-
pbI TIEPBUYHON OITyXOJIU, TOAABJIsIoNIee OOJBITUHCTBO
mauueHToB (n = 21; 95 %) Ha MOMEHT ITOCTAHOBKU J1a-
rHO3a WMEJIM JIOKAJIM30BaHHYIO CTaauio 3a00JieBaHUSI.
Jlvs B 1 (4,5 %) ciyvae Gbljla IMarHOCTUPOBAaHA MeTa-
craTudeckas craaus. Hu B omHOM citydae He ObITIO BBISIB-
JIECHO METacTaTUYECKOTO TOPaXKeHUs JISTKUX HAa MOMEHT
TIePBUYHON TUaTHOCTUKM.

IMocne epBUYHOTO OMMCAHUST AaHATU3UPYEMOT TPYTI-
nel namueHToB ¢ CKCII Obl1 mpoBeaeH LejaeHarpaB-
JICHHBIN aHaIu3 B IIEJIIX BBISIBJICHUS] TTOTEHIIMATbHBIX
B3aMMOCBSI3€ MEXIYy KIIOYEBBIMU  KITMHUKO-IEMO-
rpadpmyecKkuMu TapamMeTpaMyd Ha MOMEHT ITOCTaHOBKU
nuarHosa. MccienoBainch 3aBUCUMOCTH MEXIY TTOJIOM,
BO3PACTOM IMAIMEHTOB, 00BEMOM TTEPBUYHON OITYXOJIH.

B nepBylo ouepenpb ObLia olieHeHAa BO3MOXHas CBSI3b
KIMHAYECKUX XapaKTEPUCTUK C TTOJIOM marueHTa. Cpas-
HEeHUe BOo3pacTa Ha MOMEHT MaHu(ecTauy 3a00IeBaHNS
HE BBISIBUJIO CTATUCTUIECKM 3HAUYUMBIX PA3TUIN MEXKITy
MaJbuMKaM¥ 1 JeBouykaMu. MeauaHa Bo3pacta B TpyTIIe
MaJIbYMKOB cocTaBWiIa 29 MecslieB, B IpyIine JAeBOYeK —
30 mecsaues (p > 0,05, kputepuit Manna—YutHu). AHa-
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JIOTMYHAsl KapTUHA HaOI01alach 1 MpU aHaau3e oobeMa
NepBUYHON OMNyXoJu: MeIMaHHbI 00beM HOBOOOpa-
30BaHUsl Y NMALUEHTOB MYXCKOro (540 cM?) 1 XeHCKOro
(551 cm?) mo:a GBI comocTaBUM, O3 CTATUCTUYECKH 3HA-
YUMBIX pa3anduii Mexay rpymnmamu (p > 0,05, kpurepuit
ManHa—YuTtHn).

Hns Gonee HAINISIAHON OIICHKM BJIMSIHUS OTAEIbHBIX
XapaKTepUCTUK Ha TUHAMMKY Pa3BUTHSI COOBITUI BO Bpe-
MeHU ObLT mpoBeneH aHanu3 BCB nmo metony Kamnana—
Maiiepa ¢ pazaeiaeHreM MalMEHTOB Ha TTOATPYIIIIEI.

Ananmu3 BCB B 3aBUCMMOCTH OT I10JIa HE TIPOAEMOH-
CTPUPOBAJ KaKUX-IU00 pa3aInynii: KpUBbIE BBKUBAEMO-
CTU JUTSI TALIMEHTOB MYKCKOTO M )KEHCKOTO 0JI1a TTPaKTHU -
YeCcKH TMOJIHOCThIo0 coBmananu (p = 0,954, log-rank), uyro
MOATBEPXKIAeT OTCYTCTBME BIMSHUS TeHAEPHOTO (hakTopa
Ha IIPOTHO3.

Pa3znenenne mnamuMeHTOB IO 00bEMY TEPBUYHOIM
omyxoin (MeamaHa — 542,8 cM®) TakKe He BBISIBUIO
CTaTUCTUYECKU 3HAUYMMBIX pa3IMYMili B BBDKMBAEMOCTH
(p = 0,446, log-rank).

Oco0bIit MTHTEpeC MPEACTaB/IsI aHAINU3 BIUSHUS BO3-
pacta Ha ucxo 3aboneBaHus. s onpeneneHust HaMOO-
Jiee 3HaYMMOT0 TTOPOTOBOI0 3HAYCHMS BO3pacTa, KOTOpoe
ObI HAMUTYYIITM 00pa30M pasiesisijio MaleHTOB Ha TPyII-
TIBI C Pa3IMYHBIM IIPOTHO30M, OBLI IIPUMEHEH METO MaK-
CUMaJIbHO BBIOpaHHOI paHTOBOI cTaTUCTUKY (maximally
selected rank statistics). B pe3ynbrate gaHHoOro aHaamusa
OBLIO OIpeAe/ieHO ONTHMAaJbHOE IOPOroBOe 3HAYCHUE,
paBHoe 32 Mecsiiam (2,7 roma) (puc. 1).

Puc. 1. Onpedenenue onmumanvroil mouku omceuenus (cut-off point) oas
603pacma Memooom MaKCUManbHoO 8bIOPAHHOL PaH2060l CIAMUCIUKU

Fig. 1. Determination of the optimal cut-off point for age using the maximally
selected ranking statistics

IIpu cpaBuenun BCB ¢ wucnonb3oBaHUEM AaHHOM
TOUKM OTCEYEeHHUsI ObLa BBbISIBJICHA OTYETIMBAasi TCHACH-
LT K YXYILIEHWIO IIPOTHO3a Y IallMEHTOB MJlaallieid
Bo3pacTHoii rpynibl. [Tarunetnss BCB B rpynme gereit
B Bo3pacTe muiafiie 2,7 roma Oblaa HIDKE IO CPaBHEHUIO
C TPYIINOI MalMeHTOB B Bo3pacTe 2,7 roma W cTaplie.
HecmoTpst Ha TO YTO pa3nuyusl He JTOCTUTIU (OpMallb-
HOIO YPOBHSI CTATUCTUYECKOM 3HAYMMOCTU, 3HA4YECHUE,
MOJIydeHHOE C TOMOIIbI0 KpuTepust log-rank, OBLIO
Ha rpanuie 3HadyumocTtu (p = 0,0962). DTOT pe3ynbrar
MO3BOJIIET paccMaTpUBaTh BO3pacT Milaiiie 2,7 rofga Kak
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MOTEHIMAIbHO HEeONIaronpusITHBI MPOTHOCTUYECKUIA
dakTop, TpeOyrIIMii TalbHENIIIero U3y4eHusl Ha Oosee
KPYITHBIX KOTOpTax.

Jlng omnpeneneHusT 3aBUCUMOCTH 00beMa OIYXOJU OT
BO3pacTa MalleHTOB ObUT BHIIIOJHEH KOPPEISLIMOHHBIN
a”Hanmu3. CTaTUCTUYECKN 3HAYMMOU KOPPESIIUU MEXIY
STUMM TOKa3aTe/IsIMU BBISIBJIEHO He ObUIOo (r ~ 0, Koa(-
¢uumeHt koppensuuu CrimpMeHa). B pamkax maHHOI
BBIOOPKM HE MPOCIEKUBAIOCH TEHACHIIMN K AUArHOCTH-
poBaHUIO OoJjiee KPYITHBIX OITyXOJiell y JeTeil crapiuero
Bo3pacTa MJIM HaoOopoT. Takxke He OBLIO OOHApYKEHO
3HAYMMBIX pa3IMIuil B MEAUAHHOM 00bEeME OITyXOJIU ITPU
CpaBHEHMHM TALIMEHTOB MJIAJIIE M CTapiie MOPOroBOTO
3HaYeHMsI, paBHOTO 2,7 Toja.

Jns OlleHKM MOJTOCPOYHBIX PE3YJBTaTOB JICUCHUS
obu1 BeimosHeH aHanu3 OB u BCB ¢ ucnons3oBaHueM
metona Kammana—Maiiepa. MenuaHa BpeMeHM HaOJio-
JIeHUsT B UCClIeayeMoii KoropTe coctaBuia 4,1 roga, 4ro
SIBJIIETCSI JOCTATOYHBIM CPOKOM JIJIsSI OIIEHKM BEPOSITHO-
CTU Pa3BUTHUSI OTCPOUYCHHBIX PEIIUINBOB.

IMon coGwiTemM B pamkax aHanu3za BCB monmmanu
peunauB 3a00JeBaHUsI, IIPOTPECCUI0 WM CMEpPTh OT
JII000J MPUUYKHBIL. 3a TIepro1 HaOII0AeHNS ObUIO 3aperu-
CTPHMPOBaHO 6 COOBLITHI, YTO cocTaBmiIo 27,3 % OT ob1Leit
yucneHHoctu rpynmbl. ITokaszarenm BCB, paccumrtan-
Hele o mMerony Karmana—Maiiepa, coctasuau 100,0 %
Ha cpoke 1 rox, 79,6 % (95 % AU 63,4—99,9) Ha cpoke
3rogau 72,4 % (95 % AN 53,9—97,1) Ha cpoke 5 yer.
Kpusasg BCB mnpencraBnena Ha puc. 2. Menuana bCB
B MICCJIETyeMOM TPYIIIe TOCTUTHYTa He Oblia. JleTaabHbli
aHaJIM3 BPEMEHM 10 HACTYIUICHUS COOBITHS TTOKa3all, YTO
MearaHa 3TOro Ieproja cocTaBuiaa 2,5 roaa (Iuama3oH —
1,7—5,6 roga), 3T0 yKa3bIBaeT Ha TO, YTO OOJILIIMHCTBO
peunnuBoB CKCII mpoucxonsT B CpeIHECPOUYHOM TepH-
ojie TToc/Ie 3aBePIICHUS TepaITuu.

IMokazatenun OB B kxoropre ObUIM OXHIAEMO BHIIIE.
3a ToT Xe nepuon 3acUKCUPOBAHO 2 JETAIbHBIX MCXO/Ia
(9,1 % ot Bceit rpynnbl HabmoaeHuii). OB Ha cpokax
1, 3 roga u 5 ser cocrasuna 100 %, 88.4 % (95 % AU
74,3—100,0) u 88,4 % (95 % AWN: 74,3—100,0) cooTBeT-
ctBeHHO (puc. 3). Menuana OB Taxske He ObUTa TOCTUTHYTA.

ComnoctaBnenue kpuBbix OB u BCB (puc. 4) HarnsinHO
MPOJEMOHCTPUPOBaJio, 4yTo rnmokasarenu OB mpeBbIaT
mokaszatenu BCB, 310 cBumeTeabcTBYeT O BO3MOXKHOCTU
npoBeAaeHUs 3(PPEKTUBHON «TepaIluu CraceHusI» y 4acTh
MMalleHTOB MOCJIe Pa3BUTHUS pelluanBa 3a00jeBaHus. TeM
He MeHee Halnyue 6 COOBITUI IPpH 2 JIETaJIbHBIX UCXOIAX
nomuepkuBaet arpeccuBHbIil xapakTep CKCIT npu pas-
BUTUU PELIMAMBA U CJIOXKHOCTb JOCTHXKEHUS ITOBTOPHOM
PEMUCCHUU.

B mensgx Oosee neTanbHONM OIIGHKM —pe3yJbTa-
TOB JIeYeHMSI ObUT TIPOBENECH CpPaBHUTEIbHBIM aHaIu3
BCB B 3aBUCMMOCTM OT IPUMEHSIBIIIETOCS MPOTOKOJIA
tepanuu. IlalmeHThl OBLIM pa3aelieHbl Ha 2 TPYIIILL:
MoJIyJyaBIlIMe JieueHHe B pamkax Iporokona Umbrella
SIOP-RTSG 2016 (r = 12) u mo ApPYyrMM cXeMam
(SIOP-93-01, SIOP-2001; n = 10). [Tpu cpaBHEHUU KpU-
BBIX BBIKMBAEMOCTHU MEXIY TUMMU 2 TPYMIIIaMU C UCTIOJIb-
30BaHMEeM Kpurtepus log-rank cTaTMCTUYECKU 3HAuM-
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Puc. 2. 5CB nayuenmos ¢ CKCII (n = 22)

Fig. 2. Event-free survival (EFS) of patients with clear-cell renal sarcoma
(n=22)

Puc. 3. OB nayuenmoes co CKCII (n = 22)
Fig. 3. Overall survival (OS) of patients with clear cell renal sarcoma (n =22)

Puc. 4. Cpasnumenvhoiit ananuz OB u BCB 6 uccaedyemoii kocopme (n = 22)
Fig. 4. Comparative analysis of OS and EFS in the study cohort (n = 22)

MbIX pa3nuuuii B mokasarejsx bCB BbisiBIeHO He ObLIO
(» = 0,6). XoTs B TpymIe MalueHTOB, MOJyJYaBIINX Tepa-
nuto 1o cxemam SIOP-93-01 u SIOP-2001, nonst coObI-
THIi Obl1a HeCKoJbKO Hrke (2/10; 20 %) mo cpaBHEHUIO
C TPyNIoN AeTei, JeuuBlIuxcs no nporokosy Umbrella
SIOP-RTSG 2016 (4/12; 33,3 %), aTa pasHulla He
JIOCTUTJIa YPOBHSI CTAaTUCTUYECKON 3HAYMMOCTU. Takum
00pa3oM, B paMKax Halllero UCCIeJOBaHUS YOeTUTETbHBIX
JAHHBIX O TIPEUMYIIECTBE OTHOTO U3 TEpareBTUIECKUX
MOJXO0B MOJYYEHO HE ObLIO.

Jns yriry0aeHHOTO aHaiu3a OMOJ0TUYECKUX 0COOEH-
Hocteir CKCII B pamkax Halllero McciaeaoBaHUsl ObLIO
MPOBEIEHO MOJIEKY/ISIPHO-TEHETUIECKOE TEeCTUPOBaHUE
roarpynibl U3 7 (32 %) mauyeHToB, IUTsl KOTOPBIX UMEJ-
cqd OMOJIOTMYECKUIA MaTepuaa HaJJleXalllero KadecTsa.
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OCHOBHOI1 1Ie/IbI0 JAHHOTO aHaJM3a SIBJISLIach OIlEHKA
YaCTOTbl BCTPEYAEMOCTH U MOTEHUUAIbHOU KIMHUYE-
CKOI 3HAYMMOCTHU KJIIOUEBBIX T€HETUUYECKUX abeppaliuid.
LleHTpanbHOIl HAXOAKOM CTajo BBISIBIICHUE BHYTpEHHEI
tannemHoi nyrukaiuu (ITD) rena-penpeccopa BCOR
y o6cnenoBaHHbIX naureHToB (100 %), yro moaTBep:kia-
€T KJIIOYEBYIO pOJib JAaHHOW aJibTepalliM B IaTOreHe3e
CKCII.

Oo6cyxaeHune

CKCII sBnsieTcst OHOM M3 peIKUX IMEPBUYHBIX OITy-
XOJIe! y HeTel ¢ MEAMaHOM BO3pacTa Ha MOMEHT IIOCTa-
HOBKU aIMarHos3a 36 mecsues [5] u ¢ mpeobiagaHueM JINLL
MYKCKOTO 1oj1a [6]. YoeaurteabHast CBSI3b C TeHETUYECKH -
MU IIpeapacnojaraloliiMy CUHAPOMaMU WM CEMEMHON
3aboneBaemoctbio ipu CKCII He BrisiBneHa [5].

JBycroponnee nopaxenue nmpu CKCII 6110 onucaHo
TOJBKO B OUE€Hb PEIKHUX CIIydasix M y MalleHTOB C MeTa-
CTaTUYECKOI MrMCcCeMUHAlIMel, KOrma KOHTpJIaTepalbHOE
obpa3oBaHUe MOXET OBbITh OOJIbIIIE TTOXOXEe Ha METacTas,
YeM Ha BTOPYIO IEPBUYHYIO OITyXOoJb [7].

[To rucronornueckum kputepusim SIOP (International
Society of Paediatric Oncology) CKCII oTtHocutcs
K TpYIIIe BLICOKOTO pycKa [8] Hapsimy ¢ pabmoumIHOM OITy-
XOJIbIO TIOUKM M HEKOTOPBIMM TUIIaMu capkoMmbl KOuHra
[2]. DTO HakIagbIBaeT ocoObIe TpeOOBaHMUS TIPU BHIOOPE
CXEMBI Teparuy JaXe IS JIOKAIM30BaHHbBIX CTaanil 3a00-
JICBaHMUSI.

3aboeBaHMe XapaKTepu3yeTCsl BBICOKONM CKJIOHHO-
CThI0O K METacTa3sMpOBAaHUIO B JIETKME, KOCTH, TOJIOBHOM
MO3T U MSTKUE TKaHM [9]. Y:Ke Ha MOMEHT MOCTaHOBKM
IMarHoO3a Yy psiia MalueHTOB (MKCUPYIOTCS OTAaJICHHbBIC
oyard MeTacTasupOoBaHUsI, YTO YXyIIIaeT MPOrHo3. Takue
0COOCHHOCTH OMOJOTUYECKOIO TOBEACHUSI OOBSCHSIOT
arpecCUBHBIN XapaKTep TEYCHUSI M HEOOXOAMMOCTb KOM-
IUIEKCHOTO TTOAX0/1a K JIe4eHuIo [2].
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OgHUM M3 IOMMHMPYIOIIUX W3MEHEHMI SIBISETCS
BCOR-1TD [10, 11]. IIpu CKCIT BCOR-1TD wuneHTu-
uimpyercst y OOJBIIMHCTBA MALIMEHTOB U BapbUpYyeT OT
80 mo 90 % cpenu uccienoBaHHbIX ciydyaeB [12]. Pexe
BCTPEYAIOTCS TIEPECTPOMKM B BHIE CIUSHUS TEHOB,
npexnae Bcero YWHAE—-NUTM2B/E, Bo3HUKalOIIME
B pesyabrare t(10;17)(q22;p13) u obHapyXeHHbIE TPU-
6sM3uTeNIbHO B 12 % ciyvaeB [10]. DT 2 coObITHS ITpaK-
TUYECKM BCErga B3aMMHO MCKIIIOYAIOT APYr JIpyra: HET
JaHHBIX 00 omHOBpeMeHHOM oOHapyxeHuu BCOR-ITD
n YWHAE, 9410 TOBOPUT O CYILIECTBOBAHUMU, TT0 KpaliHei
Mepe, 2 matoreHetnueckux nmoarumnos CKCIT [12].

B Hamiem ncciegoBaHUM TaKKe 0OTMeYaaoch IpeobJia-
JMaHue JIUII My>KCKOTO 110J1a, MeIMaHa BO3pacTa HAa MOMEHT
MOCTAaHOBKM JMAarHo3a COOTBETCTBOBaja JIMTEpaTyp-
HBIM JaHHBIM. Takke B paMKax TaHHOTO MCCJIeIOBaHUS
B 100 % ciy4aeB uaentudunmrpoBada BCOR-1TD, yro Tak-
K€ HE MPOTUBOPEUYUT MEXKIYHAPOTHBIM UCCIICIOBAHUSIM.

YuuteiBas peaKoCTh 3a00JIeBaHUS M Majible pa3Mephl
KOTOPT IIJII TEHOMHOTO aHa/IM3a, KaXKIoe HOBOE OTKPHI-
THE MOXET 3HAYMTEIbHO MEHSITh MMPEACTaBICHUS O I1aTo-
reHese.

BoiBoan1

I1pu aHann3e MPOrHOCTUYECKUX KIIMHNYECKUX (PaKTO-
POB, TOMUMO CTaHIAPTHOM OLIEHKY CTaauM 3a00IeBaHus,
0co00e BHUMaHME CIIEIyeT YIeIsITh BO3pacTy IallMeHTa.
BrisiBIeHHAsT HAMM TEHACHIIMS K YXYAIICHUIO ITPOrHO3a
y mereit muazie 2,7 roga (p = 0,0962) nukTyeT He0OXO0-
JIUMOCTb MOBBIIIEHHOU KITMHUYECKOM HACTOPOKEHHOCTU
B OTHOILLIEHUM 3TOM BO3PACTHOM I'PYMIIbI JaXe IIPU JIOKA-
JIN30BaHHBIX CTATUSIX.

MenuaHa BpeMEHHU 110 TIEPBOTO COOBITUSI COCTaBJISICT
2,5 roga, 4To yKa3bIBaeT Ha TO, YTO OOJIBIIMHCTBO PelM-
nuBoB CKCII mpoucxoaut B cpelHECPOYHOM IMEpUOIe
TOCJIe 3aBEePIICHUS TePAITUU.
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E.N. ITerposa!, C.A. Taxcran!, B.C. 3pipun?, JI.B. Oasxosa®, O.I'. Keayakosa*®, D.B. Kymuposa® %7,
10.B. Tunukuna®, M.B. Poikosa!, K.B. OKoHeYHHKOB®

DAY «Hauuonanvblil MEOUUUHCKULL UCCAC008aMeNbCKULL eHmMP Helipoxupypauu umenu akademuka H.H. Bypoenko»
Munszdpasa Poccuu; Poccus, 125047, Mockea, ya. 4-a Teepckasn-Smckas, 16;

OIBY «HMHUI] onkonoeuu um. H.H. broxuna» Munszdpasa Poccuu; Poccus, 115522, Mockea, Kawupckoe wiocce, 23;
JPoccuiickas demckas Kaunuueckas 6onvhuya — guauanr DIAOY BO «Poccuiickuil HAUUOHANbHbII UCCA008AMEAbCK UL
Mmeduyunckuil yrueepcumem umernu H.U. [Tupoeosa» Munzopasa Poccuu; Poccus, 119572, Mockea, Jlenunckuii npocn., 117;
‘I'BY3 «Hayuno-npakxmuueckuil yeHmp cneyuaiiu3uposaniol MeouyuHckoi nomougu oemsm umenu B.®. Boino-Sceneyrozo
Jlenapmamernma 30pasooxparerus 2opooa Mockewvr»; Poccus, 119620, Mockea, ya. Asuamopos, 38;

2000 «Jleuebro-0uaenocmuueckuil yenmp Mexcdynapoonoz2o uncmumyma ouonoeuueckux cucmem umenu Cepees bepezuna»;
Poccus, 194354, Cankm-Ilemep6ype, ya. Ecenuna, 2, kopn. 3;

SOIAOY BO PHUMY um. H.U. [Tupocosa Munzopaea Poccuu; Poccus, 117997, Mockea, ya. Ocmposumsrosa, 1;

IT'BY3 «Mopo3zosckas demckas 20podckas Kaunuueckas boavhuua enapmamenma 30pasooxpanerus 2opoda Mockeot»;
Poccus, 119049, Mockea, 4-ii lo6pvinurckuii nep., 1/9;

SOI'BY «Hauuonanvhblili MeOuuuHcKkuil uccaedogamenvckuil yenmp umenu B.A. Aamazoea» Munsopasa Poccuu;

Poccus, 197341, Cankm-Ilemepbype, yar. Akkypamosa, 2

KonTakTHbie nannbie: Koncmanmun Bauecnasosuu Okoneunuxos k.okonechnikov@ronc.ru

Axmyaavnocms.  Mopgonocuveckas OuaeHocmuka H08000pazosanuil  yeHmpanvhol  HepeHoli cucmemst (LIHC) conpsicena
C CyuecmeeHHbIMU mpyOHOCMAMU U3-3a 8bIPAICEHHOU MeNC- U BHYMPUONYX0Ne80I 2eMepo2eHHOCMU, 4 MAKIce CXO0CMBA 2UCMON0UYEeCKUX
NPUBHAKO8 DA3AUYHBIX HO30402uMeckux opm. Paspewarowas cnocobHocms mMpaouyuoHHbIX Memooo8 — 2UCMON02UHECK020
U UMMYHOSUCTNOXUMUHECK020 UCCAe008AHUL — 02PAHUYEHA U He 8cee0a N0360As51em MOYHO UOeHMUDUUUPOBAMb MONCKYAAPHbLI NOOMUN
onyxoau. B akmyanvnoii kaaccugpuxayuu onyxoneii I[HC Bcemuproii opeanuzauuu 30pasooxpanenus: 2021 e. pekomendosano 0onoaHeHue
Mopghonoeuueckoeo OUaeHO3a MOAEKYAAPHOL XAPaAKMepUcmuKoll onyxoau, ekao4as oauteie o memuauposanuu JAHK, umo nosviuwaem
MO4HOCMYb OUACHOCMUKU U ONMUMU3UPYEM NOCACOYIOUWYI0 Mepaneemu1eckyio maKmuky.

1leav uccaedosanua — paspabomams u nposecmu gasudayuro kaaccuguxkamopa onyxoaeil [[HC na ocrose npoguneii memuauposanus
JHK ¢ ucnoav3oganuem memodos MauunHo20 00yueHus, 00ecnedugarueco gbiCOKY0 MoYHOCMb, 0CAPOU3BO0UMOCHb U B03MOICHOCHb
UHmMe2payuu Kak OMKpPbIMbIX MedCOYHAPOOHbIX OAHHbIX, MAK U A0KAAbHOU Koarekuuu obpasuoe HMHUII ueiipoxupypeuu um. akad.
H.H. bypdenko.

Mamepuaavt u memoost. /(13 nocmpoenus modeau UChoAb308aHbL OMKPbIMble danHble npoguneli memuauposanus JIHK, noayyennvie Ha
naamegpopme lllumina 450K (2801 o6pazeu), a makice n0kanvHas 6bl00pKa, exkaiovarouas 776 o6pasuoe onyxoneil u KOHMPOAbHble 00Pa3iybl
HOPMAAbHOU M0320801U mKaHU, uccredogannvle Ha naameopme lllumina EPIC 6 HMHUI] neiipoxupypeuu um. axad. H.H. bypdenko. /s
YCmpaHeHus mexcniam@opmennslx pazauuuil (batch-agpgpexm mexncdy 450K u EPIC) nposedena nopmanuzayus danusix. O6yuarousas
u mecmogas 8vl00pKU Gopmuposaruce memodom cmpamuduxayuu. Moders nocmpoena ¢ UCHOAb308AHUEM ANOPUMMA 2PAOUEHMHO20
oycmuHea Hao pewarowumu depesvsamu (gradient boosting on decision trees) ¢ OuHapHbIM npedckazanuem 041 Kaxicdoeo Kaacca onyxoau.
s HekomopbIX Kaaccog, makux Kak meoya1004acmomsl U en1u001acmomsl, OONOAHUMEALHO PA3PAOOMAHbl MYAbIMUKAACCO8bIe NOOMOOenU.
Dppexkmuernocms Kaaccupukamopa oyeHu8aacy no NOKA3amensim mouHoCMY U 60CHPOU3E00UMOCMU NPeOCKaA3aHU.

Pesyasmamot. Kraccuguxamop npodemoncmpupogan evicokyro mounocms (= 0,95) npu udenmughukayuu Kak pacnpocmpaHeHHbiX,
Mak u pedKux MoaeKyasapHoix kaaccog onyxoneii IIHC, 6kauas 6bicOK0310KA1HECMEEHHYIO ACMPOUUMOMY ¢ RUAOUOHBIMU NPUSHAKAMU
(high grade astrocytoma with piloid features). Jlobaeaenue nr0kanrvHoll KoareKyuu 06paszyo8 NOBbICUAO 2UOKOCb MOOeAU, VAYHUIUAO
npedcmagumenbcmeo pedKux onyxoaell U CHU3UAO 001K HeonpedeaeHHbIX NPeOCKa3anUil.

Boieoovr. Paspabomannnviii 6 HMHII neiipoxupypeuu um. axao. H.H. Bypdenko kaaccugpurxamop onyxoneti [IHC na ochose npoguanei
memuauposanuss JJTHK demoncmpupyem 6vbicoKyr0 mouHOCMb U CONOCMAGUM ¢ 3apybexcHbimu anaroeamu. lIpumenerue aneopummos
MAUWUHHO20 00YHeHUsi NOGLICUAO HAOEICHOCMb AHAAU3A, a4 BKANHeHUe COOCMBEHHOU GblOOPKU NO036804UA0 A0ANMUPOBAMb MOOelb
K 0cobeHHOCmAM N0KAAbH020 Mamepuana. [Ipednodceriblii no0Xo0 Modicem UCHOAb308AMbCS 045 HAYYHBIX UCCACO08AHUIL, YIMOUHCHUS
0UaecHO3a 8 CAONCHBIX CAVHASAX U 6HEOPEeHUsl ABMOMAMU3UPOBAHHBIX CUCIeM MOAeKYAAPHOU duaerocmuiu onyxoaeil [[HC.

KioueBble cjoBa: ornyxoiu LeHTpalbHOU HepBHOU cuctembl, JJHK-merunupoBaHue, mMalimHHOE OOy4YeHUE, MOJEKYJIspHAas
NMarHOCTUKa, Kiaccudukarop

Jlng murupoBanus: Ilerposa E.W., Tanctsin C.A., 3vipun B.C., Onbxosa JI.B., Kenynkosa O.I., Kymuposa 3.B., lunukuna 10.B.,
PoixoBa M.B., OkoHeunukos K.B. MaiHHoe o0ydyeHue 1151 TOBBILIEHUSI TOUHOCTU MOP(OJIOrnYecKoii IMarHoOCTUKU: pa3padoTKa
KJaccudukaropa onyxosei LHeHTpaJlbHOM HEpBHOM CUCTeMbI Ha ocHOBe Tpoduieit MetvupoBanus JIHK. Poccuiickuii xxypHan
JIETCKOI remMatoyioruu u oukojoruu. 2026;13(2):19-30.
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Machine learning for enhanced morphological diagnosis: development of a DNA methylation-based classifier
of central nervous system tumors

E.L Petrova’, S.A. Galstyan’, V.S. Zyrin?, L.V. Olkhova’, 0.G. Zheludkova* >, E.V. Kumirova®*’, Yu.V. Dinikina®,
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115522, Russia; > Russian Children’s Clinical Hospital — Branch of the N.I. Pirogov Russian National Research Medical University, Ministry
of Health of Russia; 117 Leninskiy Prosp., Moscow, 117997, Russia; *V.F. Voyno-Yasenetsky Scientific and Practical Center of Specialized
Medical Care for Children; 38 Aviatorov St., Moscow, 119620, Russia; *Diagnostic and Treatment Center of International Institution for
Biological Systems named after Sergey Berezin, Bldg. 3, 2 Yesenin St., Saint Petersburg, 194354, Russia; °N.I. Pirogov Russian National
Research Medical University, Ministry of Health of Russia; 1 Ostrovityanova St., Moscow, 117997, Russia; "Morozovskaya Children’s
Clinical Hospital of the Moscow City Healthcare Department; 1/9 4" Dobryninskiy Per., Moscow, 119049, Russia; *Almazov National
Medical Research Centre, Ministry of Health of Russia; 2 Akkuratova St., Saint Petersburg, 197341, Russia

Background. Morphological diagnosis of central nervous system (CNS) neoplasms is challenging due to significant inter- and intratumoral
heterogeneity, as well as similarities in the histological features of different nosological forms. The resolving power of traditional methods
(histological and immunohistochemical examination) is limited and does not always allow accurate identification of tumor molecular subtypes.
The current World Health Organization (2021) classification of CNS tumors recommends complementing morphological diagnosis with
molecular characterization, including DNA methylation profiling, which enables more precise diagnosis and optimizes subsequent therapy.

The purpose of the study — to develop and validate a DNA methylation-based classifier for CNS tumors using machine learning methods
that ensures high predictive accuracy, reproducibility, and the ability to integrate both publicly available research data and locally collected
samples from the N.N. Burdenko National Medical Research Center for Neurosurgery.

Materials and methods. Publicly available DNA methylation data generated on the Illlumina 450K platform (2,801 samples), as well as
locally collected data comprising 776 tumor and control brain tissue samples obtained using the Illumina EPIC platform at the N.N. Burdenko
National Medical Research Center for Neurosurgery, were used for model development. To eliminate inter-platform variation (batch effect
between 450K and EPIC), data normalization was performed. Training and test sets were prepared using stratified sampling. The model was
built using a gradient boosting on decision trees algorithm for each tumor methylation class. Additional multiclass submodels were developed
for specific tumor types, such as medulloblastoma and glioblastoma. Classifier performance was evaluated in terms of predictive accuracy
and reproducibility.

Results. The classifier demonstrated high accuracy (=~ 0.95) in identifying both common and rare molecular classes of CNS tumors,
including high-grade astrocytoma with piloid features. Incorporation of locally collected samples increased the method’s flexibility, improved
representation of rare tumor types, and reduced the proportion of uncertain predictions.

Conclusions. The DNA methylation-based CNS tumor classifier developed at the N.N. Burdenko National Medical Research Center for
Neurosurgery demonstrates high accuracy and is comparable to similar international models. The application of machine learning algorithms
enhanced analytical reliability, while inclusion of in-house data enabled adaptation of the model to local sample characteristics. The presented
approach is applicable for research, refining diagnoses in challenging cases, and implementing automated molecular diagnostic procedures
for CNS tumors.

Key words: central nervous system tumors, DNA methylation, machine learning, molecular diagnostics, classifier
For citation: Petrova E.I., Galstyan S.A., Zyrin V.S., Olkhova L.V., Zheludkova O.G., Kumirova E.V., Dinikina Yu.V., Ryzhova M.V.,

Okonechnikov K.V. Machine learning for enhanced morphological diagnosis: development of a DNA methylation-based classifier
of central nervous system tumors. Russian Journal of Pediatric Hematology and Oncology. 2026;13(2):19—30.
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BBenenue

Onyxonu ueHTpanbHOil HepBHOI cucteMbl (LIHC)
OCTalOTCS OJHOI M3 HauMMeHee M3YYEHHBIX M HEOTHO-
3HAYHBIX TPYII HOBOOOpPA30BaHWIi, TPYIHO IOIIAI0-
MXcsl auarHoctuke. OHM XapaKTEepU3YIOTCSl BBICOKOM
MeX- U BHYTPUOIIYXOJIEBOI I'€TEPOr€HHOCThIO, a TaKXKe
CXOJICTBOM I'MCTOJIOTMYECKUX U UMMYHO(EHOTUITMYECKUX
MPU3HAKOB, YTO 3HAYUTEIbHO OCJIOXHSIET IOCTAaHOBKY
TOYHOIO JMarHo3a M BBIOOP OINTHMMAaJbHOW CTpaTeruu
sneyenus [1]. TpanuuroHHBIE METOABI — Mopdosioruye-
CKO€ Y UMMYHOTUCTOXMMUYECKOE UCCICIOBAHUS — OCTa-
J0TCS OCHOBHBIMM B Kjaccudukauuu omyxoneir LITHC,
OIHAKO MX paspellamlias CIOCOOHOCTh OrpaHMYEHa:
OHU U T€ Xe TMCTOJOrMYeckKue MpUu3HaKu MOTYT COOT-
BETCTBOBaTb pAa3JIMUYHBIM  MOJIEKYJSIPHBIM  KJlaccaM,
U, HA000POT, OAMH MOJIEKYJIIPHbBIM KJIACC MOXKET MPOSIB-
JISIThCSI pa3HBIMU MOP(OJOTMYECKUMU OCOOCHHOCTSIMU.

Pa3zBuTtne MeTOomOB MOJIEKYJISIPHOI OMOJOTUU MO3BO-
JIMJIO CYIIECTBEHHO MPOABUHYThCS B IUarHOCTUKE OITyXO-
neit HHC. B yactHocTH, npodunbs metunupoBanus JJHK
3apeKOMEeHI0BaJI ce0s KaK OIMH M3 HanboJiee CTaOMITbHBIX
U HaJEeXHBIX 3MUTEHETUYECKUX MapkepoB. B 5-M uzpa-
Hum kiaaccudukauuu onyxojeit IHC BcemupHoii opra-
Huzauu 3apaBooxpaHeHus (2021 r) MeTuIMpoBaHUe
JHK BKJII0OYEHO B UMCJIO IMArHOCTUYECKUX KPUTEPUEB
[2]. 3HaunTEeNbHBIN BKJIaA B 3Ty 0071aCTh BHECIA MEXIY-
HapoIHas TpyIIa MCCIeA0BaTe/Ieil MoJ PYyKOBOICTBOM
D. Capper et al. ¢ yuactueMm crietinanucros HMUIL neii-
poxupypruu uM. akag. H. H. Bypaenko [3], npencraBus-
mas knaccudukarop onyxojyeit IIHC Ha ocHoBe MeTu-
nupoBanust JIHK (Heidelberg Molecular Neuropathology

Classifier, MNP). O0pabarbiBast 00blIe MaCCUBBI JaH-
HBIX, TTOJy4YeHHbIX Ha MuKpouuIax [llumina Methylation
EPIC 1 450K, ¢ moMo111pt0 arOpuTMOB MallIMHHOT'O 00Y-
YeHUsI, Ki1accuUKaTop MO3BOJMI paclpenessiTb OMyXo-
JIU TI0 METUJISILIMOHHBIM KJlaccaM, YTOUYHSITh MOAKIACCHI
U BBISIBJISITh HOBBIE, paHEe HE OIMCaHHbIE MOJIEKYJIIPHbIE
TPYIIIbI OITYXOJIEM.

C momeHTa nyonaukauuu B 2018 . omucaHHast METOAM -
Ka aHanuza MmetunupoBaHust JIHK npuBnekia 3HaUUTEIb-
HOe BHUMaHU1e UCCIeN0BaTebCKUX KOJJIEKTUBOB BO BCEM
Mupe 1 Obljla MpoBepeHa Ha 00JIbIIMX BhIOOpKax. B psae
ucciaegoBaHuii [4, 5] mokasaHoO, 4YTO MCIIOJb30BaHUE
npoduna metunupoBanusa JJHK cymectBeHHO momoraeT
B IMarHOCTUKE, OCOOEHHO B MEAUATPUUYECKON MTPaKTUKE,
roe Mopdosiornyeckasi OlieHKa HepeaKo OKa3bIBaeTCsl
HEAOCTAaTOYHOM. 3HAYMTEIbHAsI YacTh OIMyXOJIei, Y KOTO-
PBIX HE ObLI OIpeieSIeH MarHo3 Mpyu TPaaIuIIMOHHOM MOp-
(ponornyeckoM ucciieJOBaHUM, MOXET ObITh IOCTOBEPHO
WIEHTUDUIMPOBAaHA C TOMOIIBIO KilaccupUKALUU IO
metunupoBanuio JJHK, uro oka3piBaeT HemocpeacTBEH-
HOe BJIMSIHUE Ha TaKTUKY BEIEHMS MalMeHTOB. B To xke
BpeMs1 ObLIM MOAPOOHO ONMUCAHBI U OTPAHUYEHUST JAHHOTO
noaxona [6]: He Bce 00pa3iibl BO3MOXKHO KJIaCCU(DUILIMPO-
BaTh C BBICOKOM YBepeHHOCThI0. Hu3KkMit KoaduneHt
COOTBETCTBHUS KJIACCY WIM OTCYTCTBUE NMPUHAMIEKHOCTU
K KaKOMY-J1100 KJIaccy yaliie BCero 00yca0BIeHbl HU3KUM
colepKaHUeM OITyXOJIeBbIX KJIETOK, KauyeCTBOM BbIIe-
nenHoit JIHK, penkocTbio MM OTCYTCTBHMEM OITMCAHUS
JAHHOTO KJjacca OIyXOJIM B KiaccuduKaTtope, a Takxke
TEXHUYECKMMU OCOOCHHOCTSIMU METOoJa CKaHWPOBaHUS
MUKpOYHUIIA.

OpuruHanbHble uccneposanus // Original studies
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Jlis mpeomosieHnsT yKa3aHHBIX OrpaHUYeHUI pa3pada-
ThIBAIOTCST HOBBIE moaxoabl. Tak, B FOxHoit Kopee cozman
knaccugukatop SNUH-MC, KoTophlii Mo IoKa3aTesio
Fl-score (kauecTBO Momenu) IIPEBOCXOOUT KiaccHye-
ckuii DKFZ-MNP u nyume paboraer ¢ obOpasnamu,
BBI3BIBAIOIIMMY COMHEHUS B Kiaccudukauuu [7]. Kpome
TOro, OOJbLIOE BHUMAHUE YIEISAETCH MYJIBTUOMUKE —
KOMILIEKCHOI paboTe ¢ HECKOJBKMMU TUIIAMU JTaHHBIX,
Harnpumep oobenrHeHue mpoduiis MmetuarpoBanus JHK
C pe3yibraTaMM aHaJIM3a MYyTalluii, M3MEHEHHUs 4Jucia
kormuii IHK (CNV) u TpaHCKpUIITOMOB, YTO MOBBIIIAET
TOYHOCTb M HaJeXKHOCTb TarHOCTUKKU. HemaBHUE KpyIIi-
HbI€ MCCJIENOBaHUS MOKa3adu, UTO COBMECTHBIN aHAIU3
npodunasa metunupoBanuss JJHK u tapreTHbIXx maHesneit
T€HOB MOBBIIIIAET TOYHOCTD AMArHO3a ISl 3HAYUTEIbHOMN
yactu aereii ¢ omyxoasmu LTHC mo cpaBHeHUIO ¢ aHAIN-
30M KaKA0T0 TUIIA JaHHBIX 10 OTAEJbHOCTH [§].

TeM He MeHee, HECMOTPSI Ha BBIIIIEONMCAaHHBIC JOCTH -
KEHUsI, psii TpoOJeM OCTalTCS HEPEeIIeHHBIMU, YTO
3aTPYOHSET BHEAPEHUE CYIICCTBYIOIIMX MHCTPYMEHTOB
B PYTUHHYIO IpakTuky [9]. Bo-mepBbIX, MyJIbTMOMUKC-
HBII TTOAXOM HE BCETaa peain3yeM M3-3a OTPaHUYeHHOTO
KOJIMYECTBa JOCTYITHOIO MaTepuana, W KIMHUIIMCTaM
HepeaKko TpeOyeTcsl BOCIPOM3BOAMMBIN AUArHOCTUYEC-
KHUI pe3yJibTaT, OCHOBAaHHBIM HA OOHOM THUIIE TAaHHBIX —
npoduie metunupoBanus JIHK. Bo-Bropslx, cyliecTBy-
OIII1e OHJIATH-CEePBUCH (DYHKITMOHUPYIOT KaK 3aKPHIThIC
MPOIPUETaPHBIC CUCTEMBbI, HE TTO3BOJISISI MOJI30BaTEISIM
amanTUpoOBaTh MOIEIb IOJ OCOOEHHOCTHM JIOKAJbHOTO
MaTepuajia WM OIEpPaTUBHO BKJIIOYATH MOIOIHUTEIb-
HbIe HO30J0TMU. HakoHell, 3aBUCHMMOCTb OT BHEIITHMX
OHJIAH-CEPBUCOB U HMHMPACTPYKTYPHl  OIpeAcsieT
MOTPEOHOCTD B CO3TaHUM JJOKAJIbHBIX, BOCIIPOM3BOIUMBIX
U afanTUPYEeMbIX PEIIeHUI, TPUTOIHBIX IS UCCIea0Ba-
TEJIbCKOTO M KIIMHUYECKOTO IIPUMEHEHUS.

B cBA3M ¢ 3TUM mHeJbI0 HACTOSINEr0 HMCCIEIOBAHUS
cTaliM pa3paboTKa M BaluaauMsl KiiaccupuKaropa OITy-
xouieit ITHC Ha ocHOBe METOIOB MAllIMHHOTO OOyYeHMSI,
HaIpaBJeHHOIO Ha pellleHMe yKa3aHHbIX 3amad. Llems
BKJIIOYAJa 3 KJIIOYEBBIX acIiekTa: 1) 00ecneunTh BHICOKYIO
TOYHOCTh M BOCIIPOU3BOAMMOCTh KjacCU(UKAIIUM 3a
cyeT oOyyeHUsT Ha OONBIIOM MAacCHBE JAHHBIX, OObEIM-
HSIOIEM MEXKIyHapOIHYIO BRIOOPKY U KPYITHYIO JTOKaJlb-
Hyto komrekuuio HMMIL Helipoxupyprum uMm. axam.
H.H. bypaenko; 2) yuecTb MeXIU1aT(OpMEHHBIC pa3jiu-
yus apxuBHBIX gaHHBIX (Illumina 450K u EPIC) u kop-
PEKTHO 00eCIIeYUTh MX COMOCTABUMOCTB; 3) 3aJIOKUTh
OCHOBY IS TMOKO pacIlIMpsieMO CUCTEMbI, TIPUTOIHOMN
JIJIST YTOUHEHUS IMarHo3a B CJIOXKHBIX KIIMHAYECKUX CIIy-
yasx, daJbHEWIIero MacIiTaOMpOBaHUSI M BHEAPEHUS
B IIPAKTUKY.

MatepuaJjsl 1 METOIbI

Hcxoonvie dannvte

Jng paspabotku Kiaccudukaropa omyxojeit [THC
HCIIOJIb30BaHbl 3 Habopa MaHHBIX TTpoduiieil METUIUPO-
Banus JHK:
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1. OtkpbITasg BHIOOpPKA — TaHHBIE, JIeXKalllue B OCHO-
Be Kiaccudpukaropa MNP, onyonukoBannbsie D. Capper
et al. (NCBI GEO: GSE90496), Bxitouator 2801 oOpa3selr
ONyXOJIel 1 HOPMAJILHOM MO3rOBOM TKAHU, UCCIIEAOBAH-
HbIX Ha ratdopme Illumina HumanMethylation 450K.

2. JloxkanpHas BbeIOOpKAa — 776 00pa3iloB OIy-
XOJIEi M HOPMAaJbHOM MO3TOBOM TKaHM, ITIOJYYEHHBIX
u uccnenoBaHHblx B HMUL Heitpoxupyprum uM. akaj.
H.H. bypnenko Ha iatopme Illumina
HumanMethylation EPIC.

3. JlomonHuTeNnbHas KOHTpPOJbHAas BBLIOOpKA —
10 06pa310B HOpMaIBLHO pa3BUBalOIIECs MO3rOBOI TKa-
Hu yesnoBeka (NCBI GEO: GSE299377), ucnoiab3oBaH-
HBIX JJIs1 TIPOBEPKM CHelU(UIHOCTU KiaccudukaTopa
MPU pacrio3HaBaHUU SMOPHUOHATBHBIX OITYXOJICH.

B nokanbHy10 BBIOOPKY BOLIJIM MaTepuasibl MallieH-
TOB, MPOXOIMBIIUX MOP(OIOrMIeCKOe U MOJICKYJISIPHOE
uccnegosanusi B HMMWIL Helipoxupyprum um. axam.
H.H. bypnenko. s kKaxmoro oOpasiia OIpeaesics
METWISILIMOHHBIN KJIacC ¢ MCITOJb30BaHUEM Kiaccudu-
katopa MNP Bepcwuii 11 1 12. JInarHo3bl BcexX BKIIOUEH-
HBIX CJIyJaeB IMOATBEPXKIAIUCh MOPGhOIOTUYECKUA U MPU
HEOOXOAMMOCTU — MOIOJHUTEIbHBIMU MOJCKYISIPHBIMU
MeTogaMu (MMMYHOMEHOTUIIMPOBaHUE, (IYOPECIICHT-
Has TMOpUAM3alys in situ, cekBeHUpoBaHue). Pacripene-
JieHre 00pa3LioB M0 METUISILLMOHHBIM KJlaccaM OIyXoJei
(MNP Bepcuu 11) B OTKPBITOI M JIOKAJTBbHOM BBIOOPKAX
MoaApoOHO MpUBeAeHO B TaoOI. 1.

Ilpedobpabomra dannbix u HOpMau3auus

O6paboTKa TaHHBIX METUJIUPOBAHUS U O0bEIMHEHNUE
BBIOOPOK, TOJIydeHHBIX Ha ruiatdopmax Illumina 450K
n EPIC, Bemonnsnuce B cpene R ¢ ucnonb3oBaHueMm
naketa minfi. I3 aHaam3a UCKITI0YaICh 30HIBI ¢ HU3KUM
ypoBHeM nerekuuu (p > 0,01), a Takke 30HMIbI, JIOKATHU-
30BaHHbIE B MOJOBBIX XpoMocoMax. [locie ¢unsrpanumn
NpUMEHSIach (PYHKIIMOHAJIbHAS HOPMaM3allvsl CUTHa-
JIOB MHTEHCUBHOCTH, a TaKXe IepeceuyeHre MHOXKECTB
30HI0B, OOIIUX IIsT 00eux TutatdopM. It ycTpaHeHUs
MeXTaTopMeHHbIX pasnnuuii (batch-addekToB) Mex-
oy HabopaMM OaHHBIX HCIOJIB30Bajach 3SMITMpUYECKast
OaliecoBcKasi KOppeKIMs ¢ TpUMeHeHUeM (PYHKLIUU
removeBatchEffect makera limma [10]. DddekTBHOCTD
HOpMaJIM3allMK OlIEHWBAIACh BU3YaJIbHO I10 pacIpeaesie-
HUIO B-3HAUYEHUI U C UCTIOJb30BAHMUEM METO/IA CHKEHUST
pasmepHoct UMAP, 4yTo TToATBEpaANIIO COMTOCTABUMOCTD
o6pa3siioB Mexay miargopmamu 450K u EPIC. IoxydeH-
Hble HOPMAaJM30BaHHbIE [-3HAYEHUSI MCIOJb30BAIUCH
B Ka4eCTBE BXOIHBIX JAaHHBIX TSI TOCTPOSHUSI Ki1accudu-
Karopa.

Ilocmpoenue u o6yuenue Kaaccuguxamopa

s mocTpoeHMs1 Kinaccu@uKaTopa MCIOIb30BaINCh
HOpMaJiM3oBaHHbIe Tipopunu MetwnupoBanusa JIHK,
00bEeIMHEHHBIC U3 OTKPBHITHIX MCTOYHUKOB U JIOKAJb-
Hoii BbIOOpKM HMMWI Heitpoxupyprum wuM. axajm.
H.H. Bypaenko. Mogens pazpadbaTbhiBaiach 110 MPUHITUITY
OMHapHOI KinaccuuKaum — JUIsl KaxkKa0TO MOJIEKYJIsSIp-
Horo knacca omyxoieii IIHC cosmaBamach otaeiabHas
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Tadmima 1. Pacnpedesenue memunayuontvix Kaaccoe no yucay oopasyoé  Tadamma 1. Pacnpedesenue memuasyuoHHbIX KAACCO8 NO HUCAY 00pA3U08
onyxoznei ¢ omxpoimoti (GSE90496) u aoxanvhoti évibopkax (Hauano) onyxoseil 6 omkpvimoti (GSE90496) u aokanvhoii évibopkax (okonuanue)

Table 1. Distribution of methylation classes by the number of tumor samples in ~ Table 1. Distribution of methylation classes by the number of tumor samples in
the open (GSE90496) and local samples (beginning) the open (GSE90496) and local samples (end)

Homep o6pasua Homep o6pa3ua
Knacc (MNP, Bepcus 11) N samples Knacc (MNP, Bepcus 11) N samples
Class (MNP, version 11) GSE90496 A0KaAbHasA Bblfioplca Class (MNP, version 11) GSE90496 A0KaAbHAA Bblfioplal
local sampling local sampling

ETMR 43 6 SUBEPN, PF 37 0

MB, WNT 39 33 SUBEPN, SPINE 9 0

MB, G3 77 48 SUBEPN, ST 19 0

MB, G4 138 98 CHGL 12 1

MB, SHH CHL AD 84 39 LGG, SEGA 21 1

MB, SHH INF 52 17 LGG, PA PF 114 25

ATRT, MYC 29 15 LGG, PAMID 38 15

ATRT, SHH 46 23 HGNET, MN1 21 9

ATRT, TYR 37 14 ANA PA 21 0

CNS_NB, FOXR2 39 10 IHG 10 3

HGNET, BCOR 23 8 LGG, MYB 22 5

DMG, K27 78 19 LGG, PAIGG ST 24 15

GBM, G34 41 4 PXA 44 14

GBM, MES 56 24 SCHW 23 4

GBM, RTK I 64 32 SCHW, MEL 8 0

GBM, RTK 1T 143 27 PTPR, A 8 0

GBM, RTK III 13 4 PTPR, B 22 3

GBM, MID 14 3 PIN_T,PBA 9 6

GBM, MYCN 16 7 PIN T, PBB 22 11

CN 21 1 PIN_ T, PPT 19

DLGNT 8 2 CHORDM 9

LIPN 10 0 EWS 14 15

LGG, DIG/DIA 8 0 HMB 25 1

LGG, DNT 44 10 MNG 90 28

LGG, RGNT 9 1 SFT _HMPC 16 0

RETB 19 0 EFT, CIC 13 5

ENB, A 23 0 MELAN 12 0

ENB, B 16 0 MELCYT 15 0

PGG, nC 19 0 PLEX, AD 22 2

LGG, GG 21 14 PLEX, PED A 15 1

CPH, ADM 25 1 PLEX, PED B 46 24

CPH, PAP 20 0 A_IDH 78 10

PITAD, ACTH 18 0 A_IDH, HG 46 11

PITAD, FSH/LH 21 0 O _IDH 80 8 .

PITAD, PRL 8 1 LYMPHO 13 1 S

PITAD, STH SPA 17 0 PLASMA 0 &

PITAD, TSH 10 0 CONTR, ADENOPIT 0 \g

PITAD, STH DNS A 9 0 CONTR, WM 1 %”

PITAD, STH DNS B 12 0 CONTR, CEBM 8 7 =

PITUI 29 1 CONTR, HEMI 13 3 =

EPN, RELA 70 27 CONTR, HYPTHAL 9 0 g

EPN, YAP 11 0 CONTR, INFLAM 24 7 =)

EPN, PFA 91 24 CONTR, PINEAL 12 2 g

EPN, PF B 51 3 CONTR, PONS 12 0 S

EPN, SPINE 27 5 CONTR, REACT 23 8 ::;

EPN, MPE 28 1 HGAP 0 3 5
Note. The list of class abbreviations is given in Table 2. S
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Ta6muma 2. Cnucok cokpawenuii 0 91 memuasyuonHoeo Kkaacca onyxo-
seit L[THC 6 coomeemcmeuu ¢ smanonnsim Habopom oannsix D. Capper [3]
(Hauano)

Table 2. List of abbreviations for 91 methylation class of central nervous
system (CNS) tumors according to the D. Capper reference dataset [3]
(beginning)
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Tadmuna 2. Cnucok cokpawenuii s 91 MemuasyuonHo2o Kaacca onyxo-
set [[HC 6 coomeemcemeuu ¢ smanronnsim Habopom dannwix D. Capper [3]
(npodonicerue)

Table 2. List of abbreviations for 91 methylation class of central nervous

system (CNS) tumors according to the D. Capper reference dataset [3]
(continued)

AoOpeBuarypa ITosHoe Ha3BaHUE AoOpeBuarypa ITosnHoe Ha3BaHME
Abbreviation Full title Abbreviation Full title

IDH-rnvoma, MoaTHII aCTPOLIUTOMA

£ D! IDH glioma, subclass astrocytoma
AIDH. HG IDH-rmuoma, moxrun high-grade actporroma
> IDH glioma, subclass high grade astrocytoma
ANA PA AHannacmqecgaﬂ ITUJIOMIHAS! ACTPOLIUTOMA
Anaplastic pilocytic astrocytoma
ATUNUYHas TepaTOUIHO-PadIOMIHAS OITyXOJIb,
ATRT, MYC noarun MYC
Atypical teratoid/rhabdoid tumor, subclass MYC
ATUTIMYHAST TePATOMIHO-PA0IOUIHASI OITYXOJIb,
ATRT, SHH noatun SHH
Atypical teratoid/rhabdoid tumor, subclass SHH
ATUTIMYHAST TEPATOMIHO-PA0OIOUIHASI OITYXOJIb,
ATRT, TYR noarun TYR
Atypical teratoid/rhabdoid tumor, subclass TYR
CHGL XopmouaHast TIIMOMa TPEThETO KeMYI0UKa
Chordoid glioma of the third ventricle
Xopaoma
CLA0IDY Chordoma
LlenTpanbHast HeifipoluToMa
CN
Central neurocytoma
CNS NB, Heiipoonacroma LIHC ¢ aktuBaumeit FOXR2
FOXR2 CNS neuroblastoma with FOXR2 activation
CONTR, KoHTposibHast TKaHb, IEPEAHSISE 1011 Tuodu3a
ADENOPIT Control tissue, pituitary gland anterior lobe
CONTR, KoHTposibHast TKaHb, MOJyIIapre MO3XKeuKa
CEBM Control tissue, cerebellar hemisphere
CONTR, KoHTposbHasi TKaHb, KOpa 0OJIbIIMX MMOJTyIIapUid
HEMI Control tissue, hemispheric cortex
CONTR, KoHTposnbHas TKaHb, TUITOTAIAMYC
HYPTHAL Control tissue, hypothalamus
KoHTposbHasi TKaHb, BOCTIAJTMTEIbHOE
CONTR, MUKPOOKPYKEHHUE OTTyXOJIN
INFLAM Control tissue, inflammatory tumor
microenvironment
CONTR, KoHTposibHast TKaHb, HIMIIKOBUIHOE TEJIO
PINEAL Control tissue, pineal gland
CONTR, KonTposibHas TKaHb, MOCT
PONS Control tissue, pons
CONTR, KoHTposbHast TKaHb, giakzﬁ?dﬂoe MUKPOOKPYXEHHUE
REACT ) TyX . .
Control tissue, reactive tumor microenvironment
CONTR, WM KonTposbHast TKaHb, 6eno<; BELLECTBO MO3ra
Control tissue, white matter
CPH, ADM KpaHM(.)Q)aanm.oma allaMaHTIHHOMATO3HasI
Craniopharyngioma, adamantinomatous
CPH, PAP KpaHnog)apMHrnqma NamUIApHast
Craniopharyngioma, papillary
JuddysHast renToMeHUHTeaabHas
DLGNT [JIMOHEPOHAJIbHAS OITYXOJIb
Diffuse leptomeningeal glioneuronal tumor
DMG. K27 NuddysHas cpenuHHast moMa, mytaiust H3 K27M
i Diffuse midline glioma H3 K27M mutant
EFT. CIC OryxoJtb cemericTBa capkombl FOura ¢ ansrepareii C/C
> CNS Ewing sarcoma family tumor with CIC alteration
ENB, A Dcre3noHeipodaacToMa, moaATUI A

Esthesioneuroblastoma, subclass A

Dcre3noHeipodaacToMa, moarun B

ERLEL 8 Esthesioneuroblastoma, subclass B
EPN. MPE DreHauMomMa MUKCONAMMILISIPHAS
> Ependymoma myxopapillary
EPN,PFA DneHanuMoMa 3aaHei qepepﬂoﬁ SIMKH, Tpyra A
Ependymoma, posterior fossa group A
EPN, PFB DneHanuMomMa 3aaHei qeper{Hoﬁ SIMKH, Tpynma B
Ependymoma, posterior fossa group B
BneHaumoma co ciusinuem RELA
LETFLN, IR El L Ependymoma, RELA fusion
EPN. SPINE CrinHaibHast SMeHIMOMA
Ependymoma spinal
Brnenaumoma co cisinieM YAP
LELEN, NERUE Ependymoma, YAP fusion
DMOPUOHAIbHAST OTTYX0JIb C MHOTOCIOMHBIMU
ETMR po3eTKaMu
Embryonal tumor with multilayered rosettes
EWS Cgpx'mMa HOunra
wing sarcoma
GBM. G34 [mmo6nacroma, nukwii tun IDH, myrauusa H3.3 G34
> Glioblastoma, IDH wildtype, H3.3 G34 mutant
Imo6aacroMa, nukuii Tun IDH, Me3eHXUMaIbHbBIA
GBM, MES TOJTUTL
Glioblastoma, IDH wildtype, subclass mesenchymal
GBM. MID Imo6Gnactoma, mukuii tun /D H, cpeAMHHbIN TIOATHIT
> Glioblastoma, IDH wildtype, subclass midline
[o6macroma, aukuii tunt /DH, noxrut MYCN
Gl AN Glioblastoma, IDH wildtype, subclass MYCN
Dimo6nacroma, gukwnii turt /DH, mogrun RTK 1
(CiEhil, 1SN Glioblastoma, IDH wildtype, subclass RTK [
Do6nacroma, aukuii tun IDH, mogrun RTK 11
CLELL WL Glioblastoma, IDH wildtype, subclass RTK 11
[mo6Gactoma, aukuii tun /DH, moxrun RTK 111
(G, UL Glioblastoma, IDH wildtype, subclass RTK [11
HGNET HeitposnurennanbHas ommyxodb ¢ aigsrepanueir BCOR
> CNS high grade neuroepithelial tumor with BCOR
BCOR .
alteration
HGNET. HeiiposnuTenuaabHasi omyxosib ¢ ansrepaieit MN 1
MNI ’ CNS high grade neuroepithelial tumor with MN 1
alteration
Temaneuobracmoma
L Hemangioblastoma
IHG WHdaHTWIbHAS MOJyIIapHas IIMomMa
Infantile hemispheric glioma
[1MoMa HU3KOIA CTENEH! 3JI0KaYeCTBEHHOCTH,
LGG, DIG/ JleCMOTITacTUYecKast MH(paHTUIIbHAsT aCTPOLIUTOMA,/
DIA FaHTJIMOTIOMA
Low grade glioma, desmoplastic infantile
astrocytomay/ganglioglioma
[1MoMa HU3KOIA CTETEH! 3JI0KaYeCTBEHHOCTH,
JIMCOMOPHUOTIIIACTUYECKAS HEMPOSITUTEMAbHAS
LGG, DNT OITyXOJIb
Low grade glioma, dysembryoplastic neuroepithelial
tumor
TaHIMOrIMOMA HU3KO# CTETIeHN
LGG, GG 3JI0KaYECTBEHHOCTHU

Low grade glioma, ganglioglioma
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Ta6muma 2. Cnucok cokpawenuii 0 91 memuasyuonHoeo Kkaacca onyxo-
seit L[THC 6 coomeemcmeuu ¢ smanonnsim Habopom oannsix D. Capper [3]
(npodonxcenue)

Table 2. List of abbreviations for 91 methylation class of central nervous

system (CNS) tumors according to the D. Capper reference dataset [3]
(continued)
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Tadmuna 2. Cnucok cokpawenuii s 91 MemuasyuonHo2o Kaacca onyxo-
setl [[HC 6 coomeemcemeuu ¢ smanronnsim Habopom oannwix D. Capper [3]
(oKoHuaHue)

Table 2. List of abbreviations for 91 methylation class of central nervous

system (CNS) tumors according to the D. Capper reference dataset [3]
(end)

AoOpeBuarypa ITosnHoe Ha3BaHME AoOpeBuarypa ITosnHoe Ha3BaHME
Abbreviation Full title Abbreviation Full title

[linoma HU3KOII cTerneHn 3JIOKa4Y€CTBEHHOCTH,

LGG, MYB MYB/MYBLI
Low grade glioma, MYB/MYBL1
[limoma HU3KOI1 CTeTIeHU 3/10Ka4eCTBEHHOCTH,
LGG, PA MWIOUIHAsSI aCTPOLIMTOMA CPEAUHHAs
MID Low grade glioma, subclass midline pilocytic
astrocytoma
[ToMa HU3KOIA CTETIEHU 37I0KaYeCTBEHHOCTH,
MUJIOUIHAS ACTPOLIMTOMA 3aHEI YePEeTTHOM IMKU
e, BulHn Low grade glioma, subclass posterior fossa pilocytic
astrocytoma
[limoma HU3KOII CTETIeHU 3J10Ka4eCTBEHHOCTH,
LGG, PA/ TOJTyIIapHas MUJIOWIHAS ACTPOLIMTOMA/TAHTIMOTTOMA
GG ST Low grade glioma, subclass hemispheric pilocytic
astrocytoma and ganglioglioma
[ToMa HU3KOIA CTETIEHU 37I0KaYeCTBEHHOCTH,
PO3eTK00Opasyolas IITMOHepOHAIbHAS OITYXO0JTb
LG, LT Low grade glioma, rosette forming glioneuronal
tumor
[limoma HU3KOI1 CTETIeH! 3J10Ka4eCTBEHHOCTH,
LGG. SEGA CyO3NeHIMMaIbHAs THTAHTOKJIETOYHAsT aCTPOLIMTOMA
’ Low grade glioma, subependymal giant cell
astrocytoma
LIPN JIumoHepomToMa Mo3KeuKa
Cerebellar liponeurocytoma
Menysio6iactoma, rpyira 3
LALPED Medulloblastoma, subclass group 3
MB. G3 MenymiobaactoMa, rpyrma 4
? Medulloblastoma, subclass group 4
Menymuio6iactoma, noarunn SHH A
(IeTv 1 B3pOCIIbIE)
Al G Medulloblastoma, subclass SHH A
(children and adult)
MB, SHH Menynno6nactoma, nonrun SHH B (MiageH1bI)
CHL AD Medulloblastoma, subclass SHH B (infant)
MB, SHH Menynno6nacroma, moarurt WNT
INF Medulloblastoma, WNT
Menanoma
WALEL VANILE Melanoma
MenaHouuTomMa
BALEILAN] Melanocytoma
MeHnuHrnoma
b I LMD Meningioma
IDH-rnoma, OTMroaeHAPOIMOMA C KOJETeIMen
1p/19q
MNG .
1DH glioma, subclass 1p/19q codeleted
oligodendroglioma
O IDH IMaparanrioma, cnuHaibHas He-CIMP
Paraganglioma, spinal non-CIMP
IMuHeobnacToma, rpynmna A/MHTpaKpaHUaIbHas
PGG, nC peTrHoOIacTomMa
Pineoblastoma group A/intracranial retinoblastoma
PINT. PBA ITuHeobaacroma, rpynma B
> Pineoblastoma group B
PINT PB B OT1yXx0J1b TTAPEHXUMBI TUHEATBHOM 001acTh
> Pineal parenchymal tumor
Anenoma runocdusza, AKTI-tun
LHIIB T Pituitary adenoma, ACTH
PITAD, Anenoma runocdusza, @CI/JIT-tum
ACTH Pituitary adenoma, FSH/LH

PITAD, FSH AneHoMa rurnodu3sa, mpoJaKTUHOBBIN TUIT
LH Pituitary adenoma, prolactin
PITAD. PRL AzleHOMg n./mod)ma, TPONIAKTHHOBBIN THII
> Pituitary adenoma, prolactin
PITAD, STH AneHnoma rurnocpusza, CTT
DNS A o (TUTOTHOTPAaHYJIMPOBAHHAs ), Tpyrina A
Pituitary adenoma, STH densely granulated, group A
PITAD, STH Anenoma rurnocdusza, CTT
DNS B (TUIOTHOTpaHy/IMPOBaHHas ), rpyrnma B
Pituitary adenoma, STH densely granulated, group B
PITAD, STH  Anenoma runocdusa, CTI (penkorpaHyaupoBaHHas)
SPA Pituitary adenoma, STH sparsely granulated
Anenoma runocusa, TTI-tun
HITLADE ML Pituitary adenoma, TSH
TMuTynmTOMa/3epHUCTOKIETOUYHAS OIYXO0JIb/
PITUI, SCO, OHKOLIMTOMA
GCT Pituicytoma/granular cell tumor/spindle cell
oncocytoma
PLASMA [nazmornmtoma
Plasmacytoma
PLEX. AD Or1yXoJib COCYIMCTOTO CIIIETEHUsI, B3POCIbIiA THIT
> Plexus tumor, subclass adult
PLEX, PED A OryXx0Jib COCYANUCTOTO CIUIETEHUSI, JIeTCKHiA THIT A
Plexus tumor, subclass pediatric A
PLEX, PED B Or1yXoJib COCYIMCTOTO CIICTCHMSI, JETCKHiA THIT B
Plexus tumor, subclass pediatric B
[ManwiasipHast onyxoJib MMHEeaIbHOM 00J1acTH,
PTPR, A rpymnmna A
Papillary tumor of the pineal region group A
TManunnspHast onyxoJib MMHeaJIbHOM 001aCTH,
PTPR, B rpynmna B
Papillary tumor of the pineal region group B
IiieomopdHast KcaHTOaCTPOLIMTOMA
PXA (aHarIacTU4YeCKast)
Pleomorphic xanthoastrocytoma (anaplastic)
Peruno6nacroma
(S0 Retinoblastoma
SCHW S]_L[BaHHOMa
chwannoma
SCHW, MEL MCJ‘IaHOTI/I‘{.CCKaH [IBAHHOMa
Melanotic schwannoma
ConurapHas ¢pubpo3Hast OIyxoJib/
SFT HMPC TeMaHTUOTIEpULIUTOMA
Solitary fibrous tumor/hemangiopericytoma
SUBEPN, PF CybaneHaumoma 3aaHeit qepa?nﬂoﬁ SIMKU
Subependymoma, posterior fossa
SUBEPN, Cy0areHIuMoMa CITMHATbHAST
SPINE Subependymoma spinal
SUBEPN, ST Cy0aneHauMoMa cynpaTeHTOpUaibHast

Subependymoma supratentorial
|
IIpumevanne. AKTI — adpenokopmuxomponnwiii 2opmon; PCI — oanurysocmumy-
aupyiowuii eopmor; JIT — nromeunusupyrowguii 2opmon; CTI — comamompontutii eop-
mon; TTT — mupeomponHblii 20pmoH.

Note. ACTH — adrenocorticotropic hormone; FSH — follicle-stimulating hormone;
LH — luteinizing hormone; STH — somatotropic hormone; TSH — thyroid-stimulating
hormone.
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MOJIe/b, OTJIMYAOIIAs JaHHBIN KJIaCC OT BCEX OCTaJIbHBIX
(«omuH MPOTUB Bcex»). B kadyecTBe 6a30BOro ajropurMa
npumMeHsiics CatBoost Classifier, ocHoBaHHBIN Ha Ipaay-
€HTHOM OYCTHHTe HaJ pemaomumMu aepeBbsimu (Gradient
Boosting on Decision Trees). OnrtumaibHble TUIIEpIIapa-
METPbI i1 O0Y4eHUsI MOAOUPATUCH SIMIIMPUUECKU: TIIy-
ouHa gepeBbeB (depth) — 4, yncio urepanuii (iterations) —
500, ckopocTb 00yueHus (learning_rate) — 0,1. JIast Kom-
MeHcauuu aucbansaHca KJIacCoB MPUMEHSUIUCH B3BEILIEH-
Hble KoadduimeHTsl (class weights): Bec 5 miis 1eneBoro
knacca U 1 — s octanbHbix. OOydarolasi U TecToBas
BBIOOPKM (DOPMUPOBATUCH METOIOM CTPATU(PUIINPOBAH-
Horo pasouenus (stratified sampling, 75 % u 25 % coot-
BETCTBEHHO), YTO 00€CIIeYrBaJIO MPEACTaBUTEIbCTBO BCEX
KJIaCCOB OITyXoJIell B KaxKaoi MmoaBuioopke. s Kaxkmoit
Monenu oroupanuch 40 000 CpG-caliToB ¢ HAUOOJBIITUMU
pasIM4usIMU YPOBHSI METUJIMPOBAHUS MEXIY LieJIEBbIM
KJIacCcoOM U APYTMMH TUIIaMu omyxoJjeit. JIns Hanbomnee
MPEACTABJICHHBIX HO30JOTMYECKMX TIpymdi (Memy/uio0-
JIaCTOMBI, TJIMOMBI ¢ MyTauueit IDH, aHaruiactTudeckue
SIEHAMMOMbI) JOIMOJHUTEILHO pa3pabaThiBaJUCh BIIO-
JKEHHbIE MYJIBTUKJIACCOBBIC IMOAMOJICIH, IT03BOJISIOIINE
pasuyaTrh IOATUIIBI BHYTPY OCHOBHOIO KJIacca.

Bamumaumsa knaccudukaTopoB  MpoOBOAMIACH Ha
TECTOBOIA BBIOOpPKE, BKJIIOUAIOLIEH JIOKaJIbHbIE JaHHbBIC
u obpasusl u3 Hadbopa GSE299377, comepxkaiiero Hop-
MaJibHble 00pa3lbl MO3roBoii TKaHW. [IpousBomuTenb-
HOCTb MOJIeJIeli OLIEHUBAJIACh 10 TOYHOCTH MPEACKa3aHUs,
MaTpulaM OLIMOOK M Ko3(hdUIIMEeHTaM JOCTOBEPHOCTU
(confidence scores).

Ilposepka pe3yavmamos 0onoaHuUMeAbHbIMU MENO0AMU

Jis ToaTBepXKIeHUS TOCTOBEPHOCTU Kiaccuduka-
IIMM U OLICHKU KJIMHUYECKON TPUMEHMMOCTU MOMACIHN
pe3yabTaThl METWISIIMOHHOTO aHalln3a COMOCTAaBIISUINCH
C TaHHBIMU TPATUIIMOHHBIX TUATHOCTUYECKUX METOMOB:

— Mopdoaorndeckasi Bepudukauus — Bo BCexX ciryda-
SIX IUArHO3 ObUI IIPEeIBAPUTEIBHO YCTAHOBIIEH I10 PE3YJib-
TaTaM TMCTOJIOTMYECKOIr0 HUCCIeO0BaHUS OUOICUITHOTO
Marepuana. Jig yTOUHEHUsI TMarHo3a MCIOJIb30BaIuCh
JIOIIOJIHUTEJIbHbIE OKPACKU ¥ MMMYHOTUCTOXMMUYECKUE
MapKepbl B 3aBUCHUMOCTH OT MOP(OJOIMYECKOro THUIIA
OITYXOJI;

— MOJICKYJISIpHAsI BAJIMIALIUS — TIPOBOIWIMCH MOITOI-
HUTEJIbHbIE MOJIEKYJIIPHO-TEHETUYECKIE UCCIICIOBAHMSI:
onpeneneHue mytauuii /DH /2, olieHKa METUIMPOBAHUS
nmpomoropa MGMT, a takxke craryca menenuu 1p/19q.
[MonyyeHHbIe pe3yabTaThl ObUIM CONOCTABICHBI ¢ METHU-
JIIUMOHHBIMU KJIaccaMU, IMPMCBOEHHBIMU KjaccHUbUKa-
TOPOM;

— CpaBHEHHME C BHEIIHMMHU CHUCTEeMaMU KJacCUU-
Kalluy — JUISS BceX 00pas3lioB MPOBEIEHO IapajulieIbHOe
orpe/eIeHue METWISILIMOHHOIO KJIacca C UCII0JIb30BaHM -
eM onnaiiH-cepBuca MNP Bepcuii 11 u 12. CoBrianeHue
JIMarHo3a MeXIy IPeIOoXEHHBIM KIacCU(puKaTopom
1 MNP HaGmonanoch B 92 % ciydaes, IpU 3TOM pacXox-
JIEHMSI Yallle OTMEYaIUCh I PEIKUX WA IOTPaHUYHbIX
GopM oIyxoJeit;
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— BU3yaJu3allys pe3yJIbTaToB — JIsl HAIJISIAHOTO OTO-
OpaxkeHUs pacIpeaeaeHrs 00pa3IoB M0 METUISIIIMOHHBIM
Kj1acTepaM IIPUMEHSUIOCh ITPOEKTUMBHOE OTOOpaxkeHue
metonomM UMAP (Uniform Manifold Approximation and
Projection). O6pa3iibl, mpuHamaeXkaIiue OTHOMY U TOMY
K€ TUCTOJIOTUYECKOMY THUITY, (POPMUPOBAIN YCTONYMBBIC
KJIaCTephl, YTO MOATBEPXKIAI0 KOPPEKTHOCTh pacmpe/e-
JIEHMSI TI0 METUJISILIMOHHBIM KJlaccaM.

Pe3yabraTsi

Ha nepBoM 3Tarie Mbl MPOBEIM aHATIU3 KPYITHON MeX-
MyHapOIHOM BBIOOPKM oOpasioB (n = 2801), omyonmnko-
BanHoi D. Capper u et al. (GSE90496), Bkitoualolieit
91 MonexkymsipHblii Tun omyxoneit IIHC u HopManbHbIe
KOHTpPOJIbHBIE 00pa3libl, MCClIeIOBaHHbIE Ha TIaThopMe
[llumina Human Methylation 450K [3]. B xone cpaBHe-
HUs pa3IMYHBIX METOAOB MAIIMHHOTO OOYYeHUSI OMNTH-
MaJIbHBIM OKa3aJICsl aJITOPUTM TPaAUEeHTHOTO OYCTHUHTA Ha
pelIaIImMX AepeBbsIX ¢ OMHAPHBIM IpeAcKa3aHUeM IS
KaXXJI0ro MEeTWISLIMOHHOTO Kjacca. [ KpyIHBIX HO30-
JIOTMYECKUX IPYIIT, TAKUX KaK MEeIY/UI001aCTOMBI U TJIMO-
0JIaCTOMBI, JOTOJHUTEILHO CO3AaHbl MYJIBTMKIIACCOBBIC
TMOAMOJEIIH, TTO3BOJIMBIIINE MTOBBICUTh TOUHOCTh KJIACCHU-
ukamuu no ~ 0,91 npu onpeaeaeHUM MOATUTIA OITYXOJIH.

Hns MOBBIICHUST YHUBEPCAIbHOCTM M amanTalliu
MOZEJHU K JIOKaTbHOMY MaTepuajy B 00yJarolilyo BbIOOp-
Ky OblM nmobasneHbl oopasibl 13 HMMUWILL Helipoxupyp-
run uM. akaza. H.H. bypaenko (n = 776), ucciienoBaHHbIE
Ha ruatrdopme Illumina EPIC. Dta koropra BKIoyana
OITyXOJIEBbIE M KOHTPOJIbHBIE 00pa3Iibl, MPEeaBaAPUTEIBHO
KjnaccuuuupoBaHHbie o cucteMe MNP u moaTsepk-
IeHHbIe Mopdoorniyecku. B KkauecTBe oTpUIIaTeIHLHOTO
KOHTPOJISI UCITOJIB30BAIMCh 00pa3ilbl HOPMaJIbHON MO3-
roBoii TkaHu (GSE299377).

B menax ycrpaHeHMs pasnuuuii MexXAy HabopaMu
JaHHBIX, TOJy4YeHHBIX Ha Iuiatgopmax Illumina 450K
un EPIC, BoinmonHeHa Koppekius batch-a¢ddekToB ¢ momo-
mpio pyHkunu removeBatchEffect makera limma. ITocie
HopManu3auuu Busyanusanus mMetonom UMAP mokazana
OTCYTCTBME KJIACTEPU3ALIMU 11O TUITY TUIaT(OPMBI, YTO IO/~
TBEPAMIO KOPPEKTHOCTh OObeIMHEHUS JTaHHBIX (puc. 1).

IToBTOpHOE OOYUYeHMe KiaccuduKaTopa Ha oObeIu-
HEHHBIX JaHHBIX TTOCJIe KOPPEKIIMHY MTO3BOJIUIO TOCTUYD
cpemHeil TouyHocTM mpenckazanus ~ 0,95 (puc. 2).
Omubky Kiaccu@ukalyuu ObLIM  MMHUMAaJbHBIMU
1 B OCHOBHOM IIPUXOAUINUCH HA POJCTBEHHBIC IMOITUIIHI.
Haubosnpiras TOUHOCTh OTMEUEHA JIJIsl aTUITMYHBIX Tepa-
TOUAHO-pAOIOUAHBIX omyxoyeit, IDH-rnmuoM u 3mneH-
IUMOM, TOe HCIOJIb30BAINUCh CIeLIMaTIU3pOBaHHbIE
MOIMOJICIIH.

CpaBHeHMe C  pesylbpraTamMyu  KjaccudukaTopa
MNP Bepcum 11 BBISIBUIO pacXoxXiaeHHUs B 99 ciydasx,
MPEUMYILIECTBEHHO Cpeayd MeayIo0JIacTOM UM TJIM00-
nactoM. B 11 u3 HMX Hama Monelb Kiaccudpukaropa
obecnieunaa 6ojiee TOUHOE OMPEAETICHUE METUJISILIMOH-
HOTO KJIacca, YTO MOATBEePKAAIOCh MOP(OJIOTrHIeCKUMU
¥ MOJIEKYJISIPHBIMU TaHHBIMU (Ta01. 3).
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Puc. 1. UMAP-su3zyanuzayus o6pasyoé uz omipsimot évioopku GSE90496
(lllumina 450K) u aokanvhoii evibopku HMHIL] neiipoxupypeuu um. akao.
H.H. bypoenxo (lllumina EPIC), nocmpoennas no 10 000 nauboaee sapua-
oenvrbix CpG-caiimoé nocae yemparnenus batch-aghghexma

Fig. 1. UMAP-visualization of samples from the GSE90496 open set
(Illumina 450K) and the N.N. Burdenko National Medical Research Center
of Neurosurgery local set (Illumina EPIC), constructed using the 10,000 most
variable CpG-sites after removing the batch effect

Hamnpumep, onuH 13 HESICHBIX IO TUCTOJIOTUN 00pa3-
1IOB, OTHeCceHHbIII Mo MNP K HM3K03710Ka4yeCTBEHHOM
IMoMe, OblT KOPPEKTHO KiIacCU(UIMpOBaH HOBOM
MOIE/IbI0 KaK IuIeoMOp(dHas KCaAaHTOACTPOIIUTOMA, UYTO
MMOATBEPXKIAIOCh XapaKTepHBIMU HM3MEHEHMSIMU 4YHCiIa
koruit JHK (CNVP) (puc. 3a, 6). B npyrom ciydae kiac-
cuduKaTOp MPaBWIHHO OMPEIeTUI TEHIANMOMY 3aTHei
yepemnHoil sMku tuna A ¢ mytauueit H3 K27, Torma kak
MNP ommboyHo KiaccupULMPOBaJl 3TOT oOpasel] Kak
rmuoMy. UMAP-Busyanusanys mnokasaja KiacTepusa-
110 o0pa3ua ¢ Ipynroi dNeHAMMOM 3aJHE YepernHomi
aMmku (EPN PFA) [11] (puc. 38, 2).

JlomomHUTEIbHBIN aHaNIu3 00pa3loB ¢ HU3KOM OlIeH-
kol knaccucdpukanum (calibrated score < 0,5) BbIIBUI
HECKOJIBKO CJIy4JaeB, COOTBETCTBYIOIIMX HEIABHO OIIM-
caHHOMYy THUMy omnyxojieii — high-grade actpouuTome
¢ nunounHeiMu TipusHakamu (HGAP) [12]. Perpocnek-
TUBHAsl TPOBEpKa MO3BOJWIA MACHTUGUIIUPOBATH €lle
3 aHaJIOTUYHBIX cllydasl B JIOKaJbHOM BbIOOpKe. [locie
nobasnenus HGAP B cTpykTypy Moaeau KiaccudukaTop
aBTOMATMYECKM pacrio3HaBaj 3TU Clydau, IeMOHCTPUPYS
rMOKOCTh U MacIITabUMpPyeMOCTb CUCTEMBI IIPU BKJIIOYE-
HUU HOBBIX MOJIEKYJISIPHO TTOATBEPXKIACHHBIX KJIACCOB.

OO0cyxaeHue

B HacTosiemM uccienoBaHuy pa3padbotaH Kiaccupu-
kartop omnyxouieit LIHC Ha ocHOBe nmpoduieii MeTuIMpoBa-
Hus JJHK, oOyyeHHBII Ha 00BeIMHEHHON MEXIyHapOI-
Hoii (GSE90496) u nokanbHoit (HMMWLI Helipoxupypruu
nM. akaa. H.H. Bypnenko) Beibopkax. ITokazaHo, 4yTo
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Puc. 2. Mampuua owubok (confusion matrix) kaaccugpuxamopa Ha ocHoge
2padueHmHo20 6yCmuHea Ha peuaruux depeabix 041 00pasyos onyxorel,
pacnpedenentvix ho 91 monekyaapromy kaaccy Hosoobpaszosanuti IITHC.
IIpocrosupyemviii Kaacc onpedensncs no MaKcuManbHoll Kaiubpo8aHHoU
geposmuocmu (calibrated score). OmkaoHenus om OUAOHAAU OMPANCAIOM
cAyHau HenpasuAbHoU KAaccugpukayuu

Fig. 2. Confusion matrix of a gradient-boosted classifier on decision
trees for biologically independent tumor samples distributed across
91 molecular classes of CNS tumors. The predicted class was determined by
the maximum calibrated score. Deviations from the diagonal reflect instances
of misclassification

MOJIEJIb UMEET BBICOKYIO TOUYHOCTD OIPEACTICHUS METHIIS -
LIMOHHBIX KJIACCOB, COMOCTABUMYIO C MEXKIYHAPOIHBIMU
pedepeHcHbIMU pemeHUsIMU. [IpakTuyeckast 1IeHHOCTb
MOIX0Ma 3aKJII0YaeTCs He TOJBKO B ITOKa3aTelIsIX TOYHO-
CTH, HO ¥ B BO3MOXHOCTH BOCIIPOM3BOAUMOTO IIPUMEHE-
HUS B YCIOBUSIX OTHOM J1aOOpaTOpPUU M MOCIEIYIOIIETO
pPa3BUTHS MHCTPYMEHTA 10 MEpe HAKOILJICHUST COOCTBEH-
HBIX KTMHUYECKUX TaHHBIX.

LleHTpaJbHBIM acleKTOM pabOTHI SIBJISIACh amarTa-
U MOAEIM K OCOOCHHOCTSIM JIOKAJbHOTO MaTrepuala.
Ilon amanTaiueit Mbl TOHUMAJIH:

1) BkIIIOUEeHME B OOy4YeHME KIMHUYECKUX 00pa3lioB,
TMOJIy9YeHHBIX 1 00pabOTaHHBIX B €AMHOM J1ab0OpaTOPHOM
mpoliecce;

2) cTaHOApTU30BaHHYIO IIPenoOpaboOTKy, oOecreum-
BAIOIIYI0 COMMOCTaBUMOCTD Pe3y/IbTaToOB, IMOJYYCHHBIX Ha
miatdopmax Illumina 450K n EPIC;

3) BO3MOXXHOCTh PaCIIMPEHMST MOJEIN MPU HAKOTLIe-
HUU PEeIKUX M HEJABHO OMUCAHHBIX Ho3oyoruii. Heo0-
XOAWMOCTbH aIanTaliy 00yCIOBICHA TEM, UYTO JIOKATbHAS
KOJUICKIIUS OTpakaeT peaIbHYI0 KIMHUYECKYIO ITPaAKTUKY
U OTJIMYaeTcsl OT pechepeHCHOIO MCCeI0BaTEIbCKO-
ro Habopa GSE90496 Gojee BBICOKOI BapuabeIbHO-
CThIO TIpeaHAIMTUYECKOro sTama (pukcamus, CTereHb
nerpagauvu JJHK, monst omyxosieBeIX KJIETOK), a Takxke
CTPYKTYpOM HAIIPABJISIEMBIX CJIy4YaeB, XapaKTEPHOM IS
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Tadmuna 3. Cayuau ¢ nauboaee gvipadceHHbiMU pacxoxcoenusmu mexcdy kraccugpuxamopamu MNP eepcuu 11 (Xaideavoepe) u HMHUII netipoxupypeuu
um. akad. H.H. bypdenko ¢ ykazanuem KAUHUHECKUX U 2UCON02UMECKUX XAPaAKMePUCMUK

Table 3. Cases with the most pronounced discrepancies between the MNP, version 11 (Heidelberg) classification and the N.N. Burdenko National Medical
Research Center of Neurosurgery classifier, indicating clinical and histological characteristics

Knaccudukarop
Xaiineanoepra
(MNP, Bepcus 11)

Knaccndukarop HMULL
HeHpPOXUPYPrUHM UM. aKaj.
H.H. Bypaenko
N.N. Burdenko National

Bospacr,
robI
Age, years

Heidelberg
classifier (MNP, | Medical Research Center

version 11) of Neurosurgery classifier

Tucronornyeckoe 3aKi0ueHue
Histological report

Jlokanuzanus
Localization

ACTpO]_[I/ITOMa BBICOKOI CTETIEHU

1 DLGNT ANA_PA2 43 Ll 3pl/lTeJ1]'>Hbll7l Heps 3JI0KaYeCTBEHHOCTHU
Male Optic nerve ;
High-grade astrocytoma
2 LGG, RGNT LGG, PA_PF 3 Myxckoi CTBO{1 Mo3ra AcTtpolToma
Male Brain stem Astrocytoma
. JuddysHas cpenmuHas oma, H3
3 DMG,_ K27 EPN, PF A 8 )Klfe‘jrf;‘;e‘“ C;f;’;; mosra K27-MyrasmHas
Diffuse midline glioma, H3 K27-altered
M . TemeHHO-BUCOYHAsI n %
4 LGG, GG PXA 2 VKCKOM oGNACTD JeOMOP(HAs KCAHTOACTPOLUTOMA
Male . . Pleomorphic xanthoastrocytoma
Parietotemporal region
Myxckoi Jlo6Has nons IMwiouaHas acrpouurroma
2 LG Lo D) LGG,_PAIGG_ST 20 Male Frontal lobe Piloid astrocytoma
Myxckoi Moskeuok Menymiobaactoma
: P FED) ¥ MB_G3(G4 Y Male Cerebellum Medulloblastoma
Y — ToGHast xos [Tmoma BBICOKOU CTETICHU
7 PLEX, PED B GBM_MESRTK/MID 21 yK A 3710KAYECTBEHHOCTH
Male Frontal lobe . .
High-grade glioma
KeHckuit JloGHast mosst HemuddepeHmpoBaHHast OImyxoJib
8 Hlegk D ¢ I el 2 Female Frontal lobe Undifferentiated tumor
9 PLEX, PED B IDH 51 Kenckuit Bucounas nonst Ony'lrocapKOMa
Female Temporal lobe Oligosarcoma
10 PLEX, PED B GBM_MES|RTK|MID 54 KeHckuii JloGHast nosist FJ'II/I.OCélpKOMa
Female Frontal lobe Gliosarcoma
. [IpenasepHo-ynuTKO-
11 PLEX, PED B SCHW 30 e Bblii HepB ML e e e
Male . Schwannoma
Vestibulocochlear nerve
12 PLEX. PED B MB_G3|G4 5 MyxcKoi Moskeuok Menyiobaactoma
— - - Male Cerebellum Medulloblastoma
2KeHckmit Mo3xkxeuok Menynnobiacroma
= L FED) MB_G3|G4 = Female Cerebellum Medulloblastoma
14 PLEX, PED B LGG, PA_PF 18 KeHckuit CTBO{I Mo3ra Hl/momgaﬂ acTpoluTroma
Female Brain stem Piloid astrocytoma
15 CONTR, HEMI LGG, GG 4 Kenckuit Cpr&TCHTOpMa'ﬂbHaH Hmongﬂgﬂ aCTpOL[I/ITOMa/Fal:IFJl{/IOFﬂI/IOMa
Female Supratentorial Piloid astrocytoma/ganglioglioma
16 CONTR, HEMI EPN, PF A 13 Kenckuit Temeljmaﬂ TIOJIST Cyl‘[paTEHTopl/Ia..HbHaH SIEeHANMOMA
Female Parietal lobe Supratentorial ependymoma

pedepeHcHoOTO lieHTpa (penkue, MOrpaHUYHbIE W Tua-
THOCTUYECKU CJIOXHBIE OIyXoJn). JlOMOJTHUTETbHBIM
(akTOpOM SIBJISIETCS UCIOJIB30BAHUE Pa3HBIX IMIaTGOpM
B apXUBHBIX Y HOBBIX TAHHBIX, YTO TPEOYET CTPOrOro KOH-
TPOJISt MEXITIAT(OOPMEHHOI COMMOCTABUMOCTH.

B kauecTBe 6a30BOr0O AITOPUTMA UCHOJIB30BAH Ipaiu-
EHTHBII OYCTUHT Haj pernaroimmu aepeBbsamu (Gradient
Boosting on Decision Trees; CatBoost) B mocraHoBke
OuHapHOI KJ1accu(UKaILIMU «OIUH MPOTUB Bcex». Bo1OOp
3TOr0 METOJa OOYCJIOBJIEH €r0 MPUMEHUMOCTBIO K BBICO-
KOpa3MepHBIM JaHHBIM METUJIUPOBAHUS: CIIOCOOHOCTHIO
YUUTHIBATh HEJIMHEWHbIE 3aBUCUMOCTU, OTHOCUTEJbHOMN
YCTOMYMBOCTBIO K IIIYMY U BO3MOXKHOCTBIO PaObOTHI MpPU
BBIPAXKEHHOM TCOATaHCe KITACCOB.

IMpuznaBas knaccudukatop MNP B kauecTBe MexX-
JIYHAPOJHOTO CTaHIapTa, Mbl PACcCMATPUBAEM Hallly
pa3paboTKy He KaK €ero 3aMeHy, a Kak JOKaJbHO BOC-
MPOU3BOJUMBII MHCTPYMEHT COIMOCTABUMOM TOYHOCTH,
CO3MAIOIIMIi OCHOBY IJI JajbHeero oOHOBIEHUSI Ha

COOCTBEHHOM KJIMHUYECKOM MaTepuaie. HabGmomaembie
pacxoXIeHusT MeXJIy pe3yibraTaMu Kiaccudukaropa
MNP u Hamreit Mmonen MOryT ObITh OOYCJIOBIIEHBI OHO-
JIOTUYECKUM CXOJICTBOM HEKOTOPBIX CMEXHBIX KJIaCCOB
U TIONITUTIOB (HampuMep, MeayJutodaacToM Tpynit 3 u 4),
BHYTPHOITYXOJIEBOI T€TEPOTEHHOCTHIO U BBICOKOU J0JIei
HEOITyXOJIEBBIX UMMYHHBIX KJIETOK (UTO OCOOEHHO 3Ha-
qyuMo I MU dy3HBIX TIMOM), a TakKe OCTaTOYHBIMU
MeXTIaThOpMeHHBIMU TexHuYeckuMmu 3 dexramu. Bee
MOAOOHBIE CJTydau TOABEPraloTCs MEPECMOTPY C yIeTOM
Mopdosoruu, UMMyHoructoxumuu, Tmpodunst CNV
U TIPY HEOOXOIMMOCTU — TAPTETHOTO CEKBEHUPOBAHUSI.
OCHOBHBIE OTpAaHUYEHUST MCCIIEAOBAHUS BKIIOUYAIOT
MOTEHIIMAJIIbHOE CMeIlleHue BBIOOPKM M3-32 BBICOKOM
JIOJIA CJIOKHBIX HAIPaBUTEBHBIX CITy4aeB, OCTATOYHYIO
TEXHUYECKYI0 BapuabesIbHOCTh MeXy ruiatdopmMaMu
W OrpaHUYEHHOE YUCIIO0 HAOMIOACHWN IS HEKOTOPBIX
penkux Ho3zosoruii. Pe3ynbratel Kimaccudukanum cie-
JIyeT paccMaTpUBaTh KaK BCIIOMOTATEIbHBIN KOMITOHEHT
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Puc. 3. a — eucmonoeuueckas kapmuna naeomopgroii enuomst ¢ yuacmxamu high u low grade u gpueypamu mumosa; 6 — npogpuns CNV onyxoau ¢ munuuroi
015 naeomopghHoil Kcanmoacmpoyumombl 2omozucomuoil deseyueit CDKN2A/B; 6 — eucmonoeuueckas KapmuHa onyxoau co cAab08bipajiceHHbiMu nepu-
BACKYASPHBIMU PO3EMKAMU; 2 — PACNOAOJICEHUE UCCAedyeM020 00pasia 6 epynne sneHOUMOM 3a0Hell YepenHol SMKU, HeCMOMPS Ha NOAYHeHHbII NPOPUNb
duepysroii cpedunnoii enuomvt (UMAP 25 000, kocopma u3 731 obpasya us HMH 1] netipoxupypeuu um. akao. H. H. Bypdenko)

Fig. 3. a — histological picture of pleomorphic glioma with high and low grade areas and mitotic figures; 6 — CNV profile of a tumor with homozygous deletion
of CDKN2A/B typical for pleomorphic xanthoastrocytoma; ¢ — histological picture of a tumor with weakly expressed perivascular rosettes; ¢ — location of
the sample studied in the group of ependymomas of the posterior cranial fossa, despite the obtained profile of diffuse midline glioma (UMAP 25000, cohort of
731 samples from the N.N. Burdenko National Medical Research Center of Neurosurgery)

B CTPYKTYpE KOMITJIEKCHOTO MOP(MOIOTUIECKOTO TUarHO-
3a, a TMepejl IMUPOKUM BHEIPEHUEM TpeOYeTCsT BHEITHSIS
MHOTOIICHTpOBasi Banuaamus. JlampHeliliee pa3BUTHE
METOIMKHU OyIeT HaIlpaBJIeHO Ha IOBBIIIIEHNUE €€ KITMHU-
yeckoil 1meHHOCT. OCHOBHBIE HaIlpaBICHUsS Pa3BUTHS
BKJIIOYAIOT paciliupeHne 6UOIMOTeKN KJIacCoB, NalbHel-
Uil pa3dop HekIacCUupUIMPYEeMbIX ClIyvyaeB, UHTErpa-
IO MYJTBTUOMUKCHBIX JaHHBIX (OIleHKa 4Yuciia KO
TeHOB, PE3YJIBTATOB CEKBEHUPOBAHMSI) Y TIPOCIIEKTUBHYIO
KJIMHUYECKYIO alpo0aInio Ha He3aBUCUMBIX BBIOOpKaX.

3akiouenue

Pa3pa6oTtannsiit B HM UL Helipoxupypruu um. akan.
H.H. bypaenko knaccugukatop omyxoneit IHHC Ha
ocHoBe npoduneit metunupoBanusg JHK nemoHcTpupy-
€T TOYHOCTbh, COIMOCTaBUMYIO C pe3yJbTaTaMM Kiaccudu-
katopa MNP (Capper et al., 2018), npu sToM obsagaet

PSIIOM TIPENMYIIECTB: THOKOCThIO, OTKPBITOM apXUTEKTY-
pOiif, BO3MOXKXHOCTEIO afallTalliy ITOJI JJOKaJIbHbIe HAOOPEI
JTAHHBIX M HOBBIC TTOATHIIEI OITYXOJICH.

I[IpuMeHeHNEe alTOPUTMOB MAITMHHOTO OOYUEeHUS
M03BOJUIO0 3(P(PEeKTUBHO yuecTb HecOaJaHCUPOBAHHbIE
KJIaCChI ¥ TIOBBICUTH TOYHOCTh MOZCIIN 3a CUET BKITIOUC-
HUS OOJIBIION COOCTBEHHOU BhIOOPKHU 00pa31IoB.

Co3maHHBIE HaMU KJIacCU(PUKATOP MOXET IIpHUME-
HSITbCS B HAYYHBIX MCCIICIOBAHUSIX ¥ KITMHUIECKOM TTpaK-
THKE JUIST YTOUHEHHST MOJIEKYJISIDHOTO JUArHO3a B CIIOXK-
HBIX ¥ HEOMHO3HAUHEIX ciaydasix. OH Takke (hopMUpPYET
OCHOBY IS OYAYIIETO BHEAPEHUS] aBTOMATU3UPOBAHHBIX
CHCTEM TMOIAEPKKA BpaueOHBIX pPEIICHWII B 00JacTh
aToMOPGOIOTHICCKON TUaTHOCTUKU, IJIST Pa3pabOTKH
TOCTYITHBIX W BOCIIPOM3BOINMBIX MOJICKYISIPHO-THATHO-
CTHYECKNX WHCTPYMEHTOB B HEHIPOOHKOJIOTUH, UTO CITO-
COOCTBYET ONTUMU3ALINY BEACHMSI ITAIIICHTOB.
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Beeoenue. Medyanobaacmoma — Hauboaee uacmas 310Ka4ecmeeHHAas ONYX0ab UeHMPANbHOU HePBHOUL clicmeMbl Y demell, npedcmasasiouas
MONCKYAAPHO-2eMEPOREHHYI0 2pynny H08000paszoeanuii (nodepynnot SHH, WNT, Group 3, Group 4). YV 5—15 % nayuenmos
BbIAGAAIOM 2epMUHANbHbIe Mymayuu 6 eeHax npedpacnonoicenHocmu (PTCHI, SUFU, TP53, APC, BRCA2, PALB2, ELPI, GPRI61),
npeumyuecmeerto ¢ nodepynnax SHH u WNT.

1leaw uccaedosanus — pazpabomame aneopumm CKpUHUH2A ¢ OAANLHOL CUCEMOTI CMPaAMU@UKAUUY PUCKA HACAeOCMBEHHbIX 8APUAHMO8
Medyan0b6aacmomsl 045 payioOHANbHO20 0MO0PA NAUUEHMO8 HA 2eHeMUYeCKoe MmecmupogaHue.

Mamepuaaot u memoowt. B uccaedosanue exaouena Koeopma uz 26 nayuermos ¢ medyirooaacmomoii 6 eospacme om 0 do 18 nem,
noayuaswux xumuomepanuio ¢ 2024—2025 ee. 6 I'BY3 <«HIII] cney.med.nomowu demsam J[3M». Onpedenenue nodepynnul
Medyn1001acmoMbl 8bINOAHEHO ¢ UCNOAb308aHuem mexHoaroeuu NanoString uiu memuauposanus JJHK. lenemuueckas xouwcysomauyus
nposedena écem nayuenmam. B 11 cayuasx evinosneno uccaedosanue eepmunanrvhoix mymayuii /[HK, evidenennoil uz nepugepuueckoi
KpPOBU ¢ NOMOUbIO Memooa napanienbHoc0 ceK8eHuposanus (NOAH0IK30MHoe) u cekeenuposanus no Caneepy.

Pesynsrarel. Mosexyaspras kaaccugurkauus onyxoau evinonsnena y 20 nayuenmos: SHH — 38 %, WNT — 5 %, Group 3 — 24 %,
Group 4 — 29 %. Ienemuueckoe mecmuposarue nposedeno y 11 nayuenmos, namozenHoie 2epMUHAAbHbIE 8APUAHMbL 8blacAeHbL 8 6 (55 %)
cayuasx: cundpomsr lopauna (n = 2), Jlu—@paymenu (n = 1), Tiopko 2-eo muna (n = 1), anemus Pankonu/PALB2 (n = 1),
ELPI-mymayuss (n = 1). Hacredcmeentvie Gopmol visigaenst uckaruumenvro ¢ nodepynnax SHH u WNT (100%). I[Mayuenmeo:
¢ namozeHHbIMU eapuanmamu Habparu > 4 6annos. B Group 3 u Group 4 namoeeHnHvle 8apuannvl OMcymcmeo8anu.

Saxarouenue. [enemuueckoe KOHCYAbMUPOBAHUE C MECMUPOBAHUEM CAeOYem CHUMAMb CIAHOAPMHOU npoyedypoil npu Haba0eHuU 3a
nayuenmamu ¢ medyaroonacmomoit nooepynn SHH u WNT. Paspabomannas 6arnvhas cucmema obecnewusaem evisenenue 90—95 %
HacaeocmeeHHbIx Gopm 3a60neéanus npu mecmuposanuu 30—40 % nayuenmos, nogviuias OUASHOCMUUECKYH) 3(DPeKmueHocms npu
ONMUMU3AUUU DECYPCO8.

KioueBble cioBa: MenynioGiactomMa, HaclleICTBEHHAs MPEAPACIIONOXEHHOCTh K OMYXOJIsIM, T€HeTUYeCKOe TeCTUpOBaHMUE,
6abHast cuctema, TP53, PTCHI, SUFU, APC, BRCA2, PALB2, ELPI1, GPRI61
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Genetic screening algorithm for children with medulloblastoma: a scoring system for stratifying the risk of
hereditary variants

T.I. Meshcheryakova®?, 0.G. Zheludkova’, T.V. Kozhanova®?, S.S. Zhylina®’?, A.A. Abramov" > Yu.A. Nesterova’,
O.B. Polushkina’, T.V. Postnikova', D.Yu. Korneev’

V.F. Voyno-Yasenetsky Scientific and Practical Center of Specialized Medical Care for Children, Moscow Healthcare Department;
38 Aviatorov St., Moscow, 119620, Russia; °N.1I. Pirogov Russian National Research Medical University, Ministry of Health of Russia;
1 Ostrovityanova St., Moscow, 117513, Russia; °Peoples’ Friendship University of Russia named after Patrice Lumumba; 6 Miklukho-
Maklaya St., Moscow, 117198, Russia

Introduction. Medulloblastoma is the most common malignant central nervous system tumor in children, representing a molecularly
heterogeneous group of neoplasms (SHH, WNT, Group 3, Group 4 subtypes). Germline mutations in predisposition genes (PTCHI1, SUFU,
TP53, APC, BRCA2, PALB2, ELP1, GPRI161) are identified in 5—15 % of patients, predominantly in SHH and WNT subtypes.

The purpose of the study — to develop a screening algorithm with a risk stratification scoring system for hereditary medulloblastoma variants
to rationally select patients for genetic testing.

Materials and methods. The study included a cohort of 26 patients with medulloblastoma aged 0 to 18 years who received chemotherapy
in 2024—2025 at V.F. Voyno-Yasenetsky Scientific and Practical Center of Specialized Medical Care for Children. Molecular subgroup
determination was performed using NanoString technology or DNA methylation profiling. Genetic counseling was provided to all patients.
Germline mutations in DNA extracted from peripheral blood were analyzed in 11 patients using parallel sequencing (whole exome sequencing)
and Sanger sequencing.

Results. Molecular classification was performed in 20 patients: SHH — 38 %, WNT — 5 %, Group 3 — 24 %, Group 4 — 29 %. Genetic testing
was conducted in 11 patients, with pathogenic germline variants identified in 6 (55 %): Gorlin syndrome (n = 2), Li—Fraumeni syndrome
(n = 1), Turcot syndrome type 2 (n = 1), Fanconi anemia/PALB2 (n = 1), ELP1 mutation (n = 1). Hereditary forms were exclusively found
in SHH/WNT subtypes (100 %). Patients with pathogenic variants scored > 4 points. No pathogenic variants were identified in Group 3 and
Group 4 cases.

Conclusions. Genetic counseling with testing should be considered a standard procedure in the management of patients with SHH- and
WNT-subtype medulloblastomas. The developed scoring system enables detection of 90—95% of hereditary forms while testing only 30—40 %
of patients, improving diagnostic efficiency and optimizing resource utilization.

Key words: medulloblastoma, hereditary predisposition to tumors, genetic testing, scoring system, TP53, PTCHI, SUFU, APC,
BRCA2, PALB2, ELPI, GPRI61
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Beenenue

Menynno6nactoma (MDB) sBnsieTcsa Haubosiee yacToi
3JI0KQYECTBEHHOM OMYXOJbIO LIEHTPaJbHOM HEPBHOW
cucreMbl (LIHC) B neTckoM Bo3pacte, cocrapisist 15—20 %
Bcex HoBooOpaszoBanuii LIHC [1]. B 6oabmHcTBE Cityya-
eB 3aboJieBaHNe MaHU(ECTUPYET B BO3pacTe OT 2 10 8§ JieT
(B cpenHeM B 6 JieT), Tipu 3ToM 50 % citydaeB MPUXOINT-
cs Ha JIeTell MUIajIie S5 JIeT, a COOTHOIIeHNE MaJbulKOB
u neBovek cocrapisier 2:1 [2].

Tucronornueckass knaccupuxkauuss MDB  BblgeseT
4 BapuaHTa: Kiaccuueckuii (68—80 %), necmoruiacTuye-
ckuit (7 %) ¢ 6osee 6IAarONPUSITHBIM ITPOTHO30M Y JeTeil
JI0 5 JieT, HomyJIsipHbIii (3 %) M aHaAIIaCTUYeCKUi/KPYTI-
HokJieTouHbIN (10—22 %), XapakTepusyoluiics Goliee
arpecCMBHBIM KIIMHUYECKUM TedeHreM [3].

Jleuenne MbB BxJIoUaeT pe3ekiuio, XMMHUO- U JIyye-
Bylo Tepanuio. M3-3a Tsxkenblx MOOOYHBIX 3(PdeKToB
JIy4eBOM Teparuu, TaKMX Kak KOTHUTUBHBIE HApYyIIIEHUSI,
SHIOKpUHHAs TUChYHKIIMS, HapylIeHne pocTa, Oecrio-
JIi€ Y TIOBBIIIIEHHBIN PUCK BTOPUYHBIX 37T0KAYeCTBEHHBIX
HOBOOOpA30BaHUIA, aKIIEHT Clie/IaH Ha €€ MUHUMU3AINU
W UCKJTIOUYEHUU, OCOOCHHO y IeTelt Mutamiie 3—5 JieT.

Amrmudukanus MYC — Hanbosee 4acTblii TeHETHYE-
cKkuii nedeKT, acCOUMMPOBAHHBIN C HEOIATOTIPUSTHBIM
MpOTHO30M [4].

Crpatudukaiys 1Mo TUCTOTHUITY, BO3pacTy, CTaluH,
OoCTaTouHOU Oosne3nu, cratycy MYC w MOJeKyIsIpHOUN
TOATPYTIIIE ATUT TAIMeHTOB Ha TPYIITBI HU3KOTO, CPEel-
HEro U BBICOKOro pucka [5]. s maureHTOB ¢ HU3KUM
U CPEIHUM PUCKOM (XapaKTepU3YIOIIUXCS BO3PACTOM
crapiiie 3 JIeT, OTCYyTCTBMEM METAaCTaTUIECKOU 1,/ MJTN OCTa-
TOYHOU OOJIE3HU, TUCTOTUIIOM, OTJIWYHBIM OT aHaruia-
CTUYECKOro, OTcyTcTBUeM amiummdbukanum MYC u/vnu
MyTanuii B TeHe 7P53) 5-1eTHsIs o0Iast BEDKMBAEMOCTh
cocrasisteT ot 75 % g0 6onee yeM 90 %, B TO BpeMsl Kak
y HALMEHTOB C BHICOKMM PUCKOM — 0Ko0J10 50—75 % [5-7].

B 2010 r. Ha KoHCceHcycHOI KoHGepeHMn B bocTto-
He ObLIN orpeneneHbl 4 MoJieKyIsipHble TToarpymnmnsl Mb
(WNT, SHH, Group 3 u Group 4), oTn4aioniecs MoJie-
KYJISIpPHO-TEHETUYECKUM  TpoduieM, OUOJIOTUYECKUM
MOBEJCHNEM, YYBCTBUTEIBHOCTBIO K TePAIu U TTPOTHO-
3oMm [8]. [laHHOe neneHue TOJYYWIO TOATBEPXIACHUE
B kiaccudukanuu omnyxoneit [IHC BcemupHoii opranu-
3anuu 3apaBooxpaHenus 2021 r.

Oco0blli UHTEepPEC TIPECTABISIET BKJIAA HACIEICTBEH-
HBIX OITyXOJIEBBIX CUHIPOMOB B pazButue M b, mockonbKy
CBOEBpEMEHHAasl X AMArHOCTHKA TO3BOJISIET TTPOBOIUTH
cTpatnuUKaINIO PUCKA, KOPPEKTUPOBATH TAKTUKY Jieye-
HUSI M MHTETPUPOBATH MAlIMEHTOB B TAPTeTHBIE U UMMY-
HOOPUEHTUPOBAHHBIE MEAULIMHCKUE UCCIIETOBAHUS.

[To naHHBIM KPYITHBIX KOTOPTHBIX WCCIIEIOBAHUIA,
y 5—15 % naumentoB Mb o6ycioBieHa repMUHATbHBIMU
MyTalMSIMUA B T€HAX TIPEIPACTIONIOKEHHOCTH K OITyXOJISIM,
npudeM B moarpyrnne SHH naHHBIN mokazaTenb MOXeET
nocturath 20 % [9]. HaubGosee yacTo BBISIBISIIOT Hapy-
1eHre pabOThl T€HOB, YYACTBYIOIIUX B PETYJSIIUN CUT-
HanbHoOTrO TIyTH Sonic Hedgehog (PTCH 1, SUFU), reHoB-
CYIIPECCOPOB OITyXOJIEBOTO POCTa W CUCTEMBI perapaiuu
HOHK (TP53, BRCA2, PALB2), WNT-curHajapHOTO MyTH
(APC) n TeHOB, y4acTBYIOIIMX B OHTOT€HE3€ MO3Xkeuka
(ELPI,GPRI61). DTy TeHBI OTIPEACIISIOT CIIEKTpP HACe -
CTBEHHBIX OITYXOJIEBBIX CUHIPOMOB C BBICOKMM DPUCKOM
BO3HUKHOBeHUs1 MbB, a Tak:ke MOJIEKYISIpHbIE TTOATPYTI-
TTHI CAMOI1 OTTYXOJIH.

Haubonee wu3BeCTHBII M KIMHUYECKM 3HAYMMBII
HACJIE/ICTBEHHBIN OIYXOJIEBBIA CUHAPOM — CUHIPOM
Topauna (Mau CMHAPOM HEBOUAHON 0a3aIbHOKJIETOYHOM
KapIMHOMBI, CUHIPOM 0a3aJIbHOKJIETOYHBIX HEBYCOB).
OH 00ycCJIOBJIEH TepMUHAJIBHBIMU MYTAIIUSIMU B TeHaX
PTCHI win SUFU, xoTOpble KOTUPYIOT KJIIOUEBBIE KOM-
TMOHEeHTHI cUTHaIbHOTO Tyt Sonic Hedgehog. Hapye-
HUE pabOTHI ATUX TEHOB MPUBOIUT K KOHCTUTYTUBHOM €TI0
aKTUBAllUM M, KaK CJIENCTBUE, K TOBBIIIEHHOMY PHUCKY
OTIYXOJIeHi, TIPEXe BCEro 0a3aTbHOKIETOUHOW KaplnmHO-
mbl 1 Mb.

st maToreHHBIX BapuaHTOB B reHe PTCH [ puck pas-
BUTUSI MB OTHOCUTENTbHO HEBBICOK — MEHbIIIE HECKOJIb-
KUX TIPOLIEHTOB, a BOT JIJIs1 TAaTOTE€HHBIX BAPUAHTOB B TEHE
SUFU puck pazsutus noarpynmnsl SHH MbB cyiiectBeHHO
Boiie [10]. Kak nmpaBuio, 3Tu ommyxoiu MaHU(MECTUPYIOT
B paHHEM JETCKOM BO3pacTe M MMEIOT JeCMOIUIacThYe-
CKUI UM HOAYJISIPHBIN TUTI TUCTOJIOTUYECKOTO CTPOSHMS.
K mopaxkenmsim, He 3atparuBatomuMm LHHC, oTtHOcSTCS
OITOHTOTEHHbIE KEPaTOKUCTHI (YacTO BCTPEUAIOIINECS
npu PTCHI, no He omnucanHble y Hocuteneit SUFU),
KOTOpPBIE PEIKO MOABEPTaIOTCS 3JI0KAYeCTBEHHON TpaHC-
(popmanuu. Kpome Toro, Moryt pazBuBatbcsi (GUOPOMBI,
MPEVMYIIeCTBEHHO B ceple M suyHukax. Haubonee
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BaXXHO 3HaTh, YTO Yy ITOPaXKE€HHBIX JMII Pa3BUBAIOTCS
0a3aIbHOKJIETOYHbBIE KapLIMHOMBI, PacIpOCTPaHEHHOCTh
KOTOPBIX YBEJIWYMBACTCSI C BO3PACcTOM, IIOC/E JIy4eBOM
Teparuy 1 Ype3MEepHOTro BO3ACHCTBUS YIbTpadroIeToBO-
ro usnryyeHus. PeryiasipHeie 0CMOTPBI IepMaToIora i CTo-
MaToJiora, 3xokapauorpadus mis BbISIBIeHUS (pUOpom
cepilia 1 yabTpa3ByKOBOE UCCIeA0BAHNE MIJIsT BBISIBICHUS
¢ubpoM SIMYHUKOB Y KEHIIMH PEKOMEHIYIOTCSI BCEM
HOCUTEJISIM TepMUHaIbHOI MyTaunu B rene PTCHI [11].

Jpyroii KjitoueBoi CUHAPOM — cuHApoM JIu—Ddpayme-
Hu (unu hTP53rc, HacnencTBeHHbIN cuHapoM TP53-3a-
BUCHUMBIX OITyXOJIeii), CBSI3aHHBII C TepPMUHAIBHBIMU
MyTauusMu B reHe TP53 [12]. ¥ maumeHTOB ¢ CUHIPO-
MoM JIu—PpayMeHn BCTpeUaeTcsl LUPOKUI CIIEKTP pa3-
JIMYHBIX HOBOOOpPA30BaHM: CApKOMBI MSITKMX TKaHE,
OCTEOCapKOMBI, alpeHOKOPTUKAIbHBIC KapIIMHOMBI, paKk
MoJIouHO# Xenesbl, onyxonu LIHC, neiikossl. Mb nipu
9TOM CHUHAPOME ITOYTU BCErJa OTHOCUTCS K ITOATPYIIIE
SHH u otnuyaercs KpaiiHe HeOJaronpUsITHBIM IMPOTHO-
30M. AHaIMJIaCTUYECKUi1 TUCToNOoTHYecKrii Bapuant SHH
SIBJIIETCSI MATOTHOMOHUYHBIM MapKepOM BBICOKOIT Bepo-
aTHocTU cuHapoma Jlu—®paymenu [13].

BaxHo 3HaTh, 4TO y HOCHUTEJEH MATOTEHHBIX BapH-
aHTOB B TeHe 7TP53 nydeBast Teparusi HeCET OCOOEHHO
BBICOKMI PUCK BO3HUKHOBEHUSI BTOPUYHBIX OITyXOJICH
U PaIuOMHIYLIMPOBAHHBIX HOBOOOpPAa30BaHUL. ITO
3aCTaBiIsIeT IepecMaTpuBaTh CTAHIAPTHBIE ITPOTOKOJIBI
JIEUeHMUSI, UCKATh PEXXKUMbBI C MEHBIIIEH 10301 00Iy4eHus,
HCIIOJIb30BaTh IPOTOHHYIO TePaIuIo, a TAKXKe pacCMaTpu-
BaTh aJIbTepHATUBHBIC XMMUOTEPATIEBTUYCCKIE TTOIXOIBI.

Eme ommH mpumMep HaclIeICTBEHHOTO OITYyXOJIEBOTO
cCUHApoMa — CHUHAPOM TIOPKO, MPU KOTOPOM OITYXOJIU
IHHC couyeratoTcst ¢ ameHOMAaToO30M TOJICTOM KUIIKHU
U BBICOKMM PHUCKOM KOJIOPEKTaJbHOTO paka. Brimesnsior
2 tuna cuHapoMa Tiopko. Tum 2 mposiBasieTcsl cemeii-
HBIM aJeHOMATO3HBIM ITOJIMIIO30M KMIIICUHMKA U CBSI3aH
¢ maTroreHHbIMU BapuaHTamu B reHe APC. Ilpu naHHOM
turie MDbBb npenmyliecTBEeHHO UMMeeT KIacCUYeCKUit
TUCTOJIOTUYCCKUN BapUaHT U OTHOCUTCS K MOJIEKYJISIp-
Ho# noarpyrmne WNT. Cunapom Tiopko 1-ro Tuna o0y-
CJIOBJICH OMaJUIeJIbHbIMU BapMaHTaMU B T€HAaX CUCTEMBI
MMR — MLHI, MSH2, MSH6, PMS2 u np. I1pu sToM
THIIE Yale (popMUPYIOTCS BBICOKO3T0KAYeCTBEHHBIE TN -
OMBbI, ofHaKko ciyyau Mb Takke onucansr [14, 15].

B mocnenHue rompl pacmimpuics IepeyeHb TE€HOB,
aCCOLIMUPOBAHHBIX C MOBBIIIEHHBIM PUCKOM BO3HUKHO-
BeHuss Mb. K KOHCEHCYCHBIM reHaM TpeapacIioioKeH-
Hocth K MbB otHocstess APC, BRCA2, ELPI, GPRI61,
PALB2, PTCHI, SUFU, TP53. Tloka3aHo, 4TO Te€pMMU-
HajabHble MyTanuu B reHax ELPI w GPRI61 oka3zanuch
JIOCTaTOYHO YacThIMU Y JeTeil ¢ BpoxkaeHHoi Mb mon-
rpyrmnbl SHH 1, mo maHHBIM mociaegHux padoT, MOTyT
SIBJIATHCSI OTHMMM U3 HanboJjiee pacIpoCTpaHeHHBIX ITPH-
YUH HACJEeICTBEHHOU MNpPeapacIioloXXeHHOCTU WMEHHO
B 3TOI1 moarpymie [16].

IepmunanbHable mytanuum reHoB BRCA2 wu PALB2
HEpEeIKO COMPOBOXKIAIOTCS (heHOTUIIOM aHemuu DaH-
KOHM C COYeTaHMEM TIeMaTOJOTMYECKUX W3MEHEHUM
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M IIOBBIIICHHBIM PUCKOM COJIMAHBIX OITyXOJeil, B TOM
yuciae MB, 4TO MOMOTHMTENBHO YCIOXHSET TaKTUKY
JICYSHMST ¥ MEAUILIMHCKOTO COIPOBOXKICHUSI.

JHanee pacCMOTPUM COOTHOILICHUE HACJIEACTBEHHBIX
($aKTOpOB ¢ MOJIEKYISIpHBIMU nioarpynmnamMu Mb.

IMoarpynma SHH MB cocTaBisieT 0KoJI0 TpeTu Bcex
CJIyd4aeB M XapaKTepM3yeTCs ABYMSI IMKaMU BO3PaCTHOM
MaHubecrauu: ot 3 10 4 net u ot 8 1o 9 et [17]. Y mereit
MJIAIIIETO BO3pacTa B ATOW IOATPYINE IpeobjiamzaroT
JECMOIUIACTUYECKUE U HOAYJISIPHbIE TUMCTOJOTMYECKUe
BapuaHThl. s moarpynmnel SHH TMnmuyHbl Kak coMmaTu-
YecKue, TaK ¥ TepMUHAIbHBIC MyTallMU B T€HAX CUTHAJIb-
Horo ntytu Sonic Hedgehog (PTCH 1, SUFU, SMO), a Tak-
ke amruudukanuu GLII/2u MYCN. UmeHHO moarpyrmia
SHH accommupoBaHa ¢ 00JbIIMHCTBOM HaCIEACTBEHHBIX
¢opM 3abojeBaHMsI, BKJIIOYasi CUHIpPOMBI lopiauHa,
JIu—@®paymeHu, a TakxKe C IaTOIeHHbIMM BapUaHTa-
mu B reHax BRCA2, PALB2, ELPI w GPRI61. CornacHo
COBPEMEHHbBIM JJaHHBIM, FepMUHAJIbHbIE MYTALIMU B TeHAX
MPEAPACIIONOXEHHOCTH OOHAPYXMUBAIOTCS  IIPUMEPHO
y 20 % nauuentoB ¢ Mb noarpynnst SHH, uro onpene-
JIIeT €€ KakK IPUOPUTETHYIO Ul 00513aTeJIbHOIO TeHEeTH -
YeCKOro TecTupoBaHusI [9].

IMoarpynma WNT MB Bctpeuaercst pexxe, IpuMepHO
B 10 % ciyyaeB, HO oTiiMYaeTcs OoJjiee 0IarONmpPUSITHBIM
MPOTHO30M: 5-JIETHSIST BbIKMBaeMOCTh TpeBbiinaet 90 %.
J71s 3TOI MOArpYMITBI XapaKTEePHbBI TTOAPOCTKOBLII BO3pacT
ne0roTa M KJIacCMYecKoe THCTOIoruJeckoe crpoeHue. Ha
MOJIEKYJISIDHOM YPOBHE IIOYTM BO BCEX CiydasXx OOHa-
pyxuBatotcsas coMatudyeckue wmytauuum CTNNBI. Tep-
MUHaJIbHbIe MyTaluu B reHe APC, accollMMpOBaHHbIE
¢ cuHapomMoM TIOpKO WM CeMEeiHBIM aaeHOMATO3HBIM
MOJIMIIO30M KUIIEYHMKA, BBISIBISIOTCS Y HeOOJbIIOM
JIoJIK manueHToB ¢ MB, HO TIpakTUYeCKU UCKITIOUNTETb-
Ho nipu noarpymnne WNT. OcBenoMJIeHHOCTb O TacTpoO-
SHTEPOJIOTUYECKOM aHAaMHE3€ M CEMEMHOM MCTOpUU
3a00JIeBaHUsI CYILIECTBEHHO 00Jieryaer AUarHOCTUKY
JaHHOTo cuHapoma. HocuTeu maToreHHbIX BapMaHTOB
B reHe APC TpeOylOT IOJTOCPOYHOIO MYJIBTUAVCIIM-
IUIMHAPHOIO HaOJI0feHUs B IUIaHE peaju3allid pUcKa
pa3Butus Kak omyxoJieit IIHC, Tak 1 MHOXeCTBEHHBIX
MOJIMIIOB TOJICTOTO KUIIIEYHMKA C MX 3JI0KaUeCTBEHHOM
TpaHchopMalueit [9].

Ioarpynmer Group 3 u Group 4 BcTpedaroTcs vaiie
Bcero, BMecTe cocTaBiisist 1o 60 % Bcex Mb. g Group 3
XapaKTepHbI 00Jiee arpeCcCUBHOE KIMHUYECKOE TEYCHMUE,
BBICOKASI YAaCTOTa PELUANBOB U aMIUIM(MUKAIIMS OHKOTe-
Ha MYC. Group 4 — camasi pacrpocTpaHeHHas IToArpyIna
CO CPEIHUM ITI0 TSLKECTU IIPOTHO30M, BO MHOTOM 3aBUCS -
IIMM OT KOHKPETHBIX XPOMOCOMHBIX IepecTpoeK. Poib
HacCJIeICTBEHHBIX (DAKTOPOB B 3TUX ABYX MOATPYIIIIAX U3Y-
YeHa B MEHbIIIeH cTerieHH. B 11e10M BKJ1aa repMUHaIBHBIX
MYTaLMii 31ech MeHbllle, yeM B moarpynie SHH, oqnako
B JIUTEpaType onucaHbl BapuaHThl B ELPI1 v psine npyrux
TeHOB, YYaCTBYIOIIMX B OHTOreHe3e Mo3xkeuka. MoxXHO
O0XWAaTh, YTO IO Mepe HAKOIUICHUS JaHHBIX MOJHOTe-
HoMHoOro cekBeHupoBaHus (WGS) Mbl OynemM HaxoIUThb
BCe HOBBIE TeHeTUYeCcKue accouanuu [9].
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Takum oOpa3zoMm, MoOJEKyJsIpHbIe ToArpymnmnsl Mb
pa3IMyaroTCsa IO YacTOTe BCTPEYAEMOCTH U CIIEKTPY
HacJIeACTBEeHHBIX CUHAPOMOB (Tabu. 1). [Togrpynmer SHH
1 WNT accounmpoBaHbl ¢ MAKCUMAaJIbHBIM YHCJIOM Tep-
MUWHaJIbHBIX MyTallWiA.

IMonumanue HaciaeAcTBeHHOIN mpupoasl Mb umeer
MPUHLUMIIMATIBHOE 3HaYeHue IJisl BbIOOpa Tepanuu. s
nauveHToB noarpynnbl SHH, ocobeHHO mpu HaIu4yumu
mytauuii B reHax PTCHI n SUFU, aKkTUBHO M3y4yaroT-
¢ MHIMOUTOpBI curHajabHoro Tyt Sonic Hedgehog
(BucMonerud, COHUAETUO 1 ap.). DTU IperapaThl IIpoje-
MOHCTPUPOBAIM ITPOTUBOOITYXOJIEBYI0 aKTMBHOCTH IIPU
MB noarpynnet SHH u 0a3aibHOKJIETOYHOM Kaplu-
HOMeE, OJHAKO UX IIIMPOKOE MPUMEHEHHe y JIeTeil orpa-
HUYECHO BBIPAXKCHHBIM BIMSHHMEM Ha POCT M pa3BUTHUE
KOCTHOM TKaHU, MPOSIBJISIOIINMCS HapyIIIEHUEM OKOCTe-
HeHUs 3nuduU3apHbIX 30H U aedopmanmeii ckenera [18].
[losTomMy ceromHsi 3TU TIpemaparbl paccMaTPUBAIOTCS
cKoOpee KakK OMLMS ST TOAPOCTKOB M B3POCIIBIX WIIM KaK
KpaTKOCPOYHas Tepalus B paMKaxX KIMHUYECKUX HCClIe-
JIOBaHUI, a HE KaK IIIMPOKasl CTaHIapTHasI ITpaKTHKa.

HacnencrBeHHbIe CUHIPOMBI, COIPOBOXKIAIOIINAECS
MOBBIIIIEHHON  PagMOYyBCTBUTEIbHOCTBIO  (CMHIPOMBI
Topauna, JIu—®paymenu, Tiopko 1-ro Tuma), TpeOyoT
pallMOHAJbHOTO Ha3HAYCHUS JTYYEBOU Tepamnuu. Y TaKux
MMalleHTOB OTMEYaeTCsl BBICOKAsl YacTOTa BO3HMKHOBE-
HUsI BTOPUYHBIX OIyXOJei, BKIIOYas paguoOMHIYLIMPO-
BaHHBIe HOBooOpa3oBaHus Koxu u LIHC. B cBs3u ¢ aTum
Bce OoJjice aKTyaJdbHBIMM CTAHOBSITCS TIPUMEHEHUE MPO-
TOKOJIOB C IIASIIIMMU CXeMaMU 00JIydeHUs, UCTIOJIb30Ba-
HUE IMPOTOHHOH TepaIruy U MOMCK aJIbTepHATUBHBIX CXEM,
MMO3BOJISTIOIIMX CHU3UTD JTYYeBYIO Harpy3Ky 0€3 CHUKEHUS
OHKOJIOTUYECKOro KOHTpoJIs1. Hampumep, 11s maimeHToB
¢ Mb noarpynmnel WNT ¢ 6onee GraronpusiTHbIM Tede-
HMEM Y HEMOATBEPXKACHHON HACIEACTBEHHOM MPUPOIOM
OITyXOJIU YK€ PEeaIU3yIOTCS IIPOTOKOJIBI C CYIIIECTBEHHBIM
CHIDKEHHMEM J03bI OOTYYeHUSI Y XMMUOTEPAININU B LIEJISIX
MUHUMU3ALUN TO3MHUX KOTHUTUBHBIX U SHIOKPUHHBIX
U3MEHEHUN.

OTKpBIBAIOTCS TIEPCIEKTUBBI HCIIOJB30BaHUS TIpe-
rnmapaToB, JEMCTBYIOIIMX Ha cucTteMbl perapaunu JJHK.
IIpu repmMuHanbHBIX MyTalusgx B reHax BRCA2 n PALB2
OIyXOJb HMeeT JOe(ULIUT TOMOJIOTUYHON pPeKOMOU-
HallUM, YTO TEOPETUYECKU MIeTaeT €€ UYyBCTBUTEIbHOM
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K PARP-uHruburopam (JiekapcTBeHHBIE CpeacTBa, OJI0-
KUpylolle aKTUBHOCTh epMmeHTa monu(AdD-pu6o30)
noaumepassl) [19]. TlogmoOHBIE MOIXOABI YK€ aKTMBHO
MPUMEHSIOTCS TIPM JIEYEHUM pakKa MOJOYHOM >Kesie3bl
U SIMYHUKOB. AHAJIOTUYHO y IAllMEHTOB C OHaJlIesb-
HBIMU BapuaHTaMU B reHax cucteMbl MRR u Gonblioit
MYTAllMOHHOM HAarpy3Koi YyxXe MNpOAEeMOHCTPUPOBAHA
3(PPEeKTUBHOCT MHTMOUTOPOB KOHTPOJBHBIX TOUYEK
MMMYHHOTIO OTBETa IPHU JICUCHUH PSIaa OMyXOJeii, BKIIO-
yag rnmuobnactomy. st MbB Takmne moaxoabl HaXoaaTCs
Ha CTaauM KIMHUYECKMX HCIIBITAHUN M, BO3MOXKHO,
B OyayIIeM CTaHYT OIMIMEN AT HeOONbIIO, HO KpaiiHe
TSIKEJIOI TPYIIITBI MAllMEHTOB [9].

CoBpeMeHHBIE TaHHbIC CBUIETEIBLCTBYIOT O HEAOOIIE-
HEHHOM BKJIaJie HACJIEACTBEHHBIX (DaKTOPOB B pa3BUTHE
MB. KpynHomaciuTabHble MCCIeIOBaHMST TTOKA3bIBAIOT,
410 0K0JI0 10—15 % nereit ¢ Mb HecyT repMUHalIbHbIE
MyTallUM B T€HaxX, aCCOLIMMPOBAHHBIX C HACJICICTBEH-
HBIMU OITyXOJIEBBIMM cHHApoMamu [9, 16]. DTo 060CHO-
BBIBAC€T HEOOXOAMMOCTb IIPOBEACHUSI PACIIMPESHHOTO
TEHETUYECKOr0 TECTUPOBaHUS (TapreTHOE CEKBEHUPO-
BaHME, a TPU HEOOXOMWMOCTH — 3K30MHbIC/TEHOMHBIE
uccienoBanus) nereii ¢ Mb. PesynbraThl Takoro TecTu-
pOBaHUS TO3BOJISIT HE TOJBKO CTPAaTU(UIINPOBATh PUCK
y OOJIBIIIMHCTBA IMAIlMeHTOB, HO M IPOBECTH KacKaaHOoe
ceMeifHOoe TeCcTUpOBaHUE, ONTUMM3MPOBATh JICUYCHHUE
¥ BTOPUYHYIO TPODMIAKTUKY.

Ieabto 1aHHOI padOTHI SIBJISICTCS pa3pabOTKa aIrOPUT-
Ma CKpPMHHUHTIa ¢ Oa/uIbHOM CUCTeMOI CTpaTU(UKALUN
pUCKa HacJIeACTBEHHBIX BapraHTOB M b njis palimoHaib-
HOTO 0TOOpA MAIlIMEHTOB Ha TEHETUYECKOE TECTUPOBAHMUE.

MarepuaJjsl 1 METOIbI

B uccienosanmne BKIroYeHa Koropra u3 26 nauneHToB
¢ Mb B Bo3pacte ot 0 1o 18 JeT, mojayyaBIInX XMMUOTE-
panuio B 'BY3 «HIIL cnen.men.momomu aetsam JI3M»
B 2024—2025 rr. Onpeaenenue noarpynmsl Mb BeIToNn-
HSJIOCH C UCIIOJIb30BaHUEM TexHonornu NanoString uim
metunupoBaHus JIHK. TeHetnueckast KOHCyJbTaLMs
npoBeJeHa BceM MmauveHTaMm. B 11 ciydasix mpoBoanIoch
uccaeaoBaHue repMuHaabHbiX MyTauuii JIHK, BeineneH-
HOI u3 Tepudeprdeckoil KpoBHU, ¢ TOMOIIbIO MeToaa
MapajlieIbHOTO  CEKBEHMPOBAHMUSI  (TIOJJHOIK30MHOE
(WES)) u cexBeHupoBaHus 110 CaHTEDY.

Tadmuna 1. Moaexyaspuvie nodepynnor Mb: uacmoma écmpeuaeMocmu u accoyuupo8antvle HacaeocmeeHHble CUHOPOMbL

Table 1. Molecular subgroups of medulloblastoma (M B): prevalence and associated hereditary syndromes

ITapametp

Parameter

[ WNT |
Yacrora

BCTpevyaeMocTH, % 10
Frequency, %

IToarpynna MbB
Subgroups MB

SHH
30 25 35

— Cungpom lopnuna (PTCH1, SUFU);

Cunapom Tiopko
HacnencrBeHHbIe 2-ro tuna (APC), win
CUHIPOMBI (F€HBI) CEeMEHbII aqgeHOMAaTO3HbII
Hereditary TIOJINTIO3 KAIIIEYHUKA

Turcot 11 syndrome (APC), or
familial adenomatous polyposis

syndromes (gens)

— Gorlin syndrome (PTCH1, SUFU);
— cunapom Jlu—®paymenu (TP53);
— Li—Fraumeni syndrome (TP53);
— anemust PaHKOHM (OMAIETIbHBIEC BAPUAHTBI
BreHax BRCA2, PALB2);
— Fanconi anemia (biallelic BRCA2, PAL B2 variants);

[TpenMyIiecTBEHHO COMATUIECKUE
MYTaLUU, PEIKKUE CITydan repMu-
HaxbHOU MyTatyu ELPI [16]
Predominantly somatic mutations,
rare germline ELP1 variants [16]

— ELPIu/and GPR161

OpuruHanbHble uccneposanus // Original studies
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PesyabraTsl

Koropra maunenroB ¢ Mb Bkitouana 17 Manb4nMKoOB
u 9 neBouek. MonekyJsipHasi KiacCcubUKaIrs OITyXOJIN
BoinosiHeHa y 20 nmanuentos: SHH — 8 (38 %) ciryuaes,
WNT — 1 (5 %), Group 3 —5 (24 %), Group 4 — 6 (29 %).
Y 6 (23 %) nauueHTOB MOJEKYJSpHAas IOArPYIINa He
ompeeieHa. [eHeTHYecKoe TeCTUPOBAHME PEKOMEHIIO-
BaHo 13 (50 %) matmeHTtam. B 11 ciydasx McciienoBaHbI
repmuHanbHble MyTanuu JHK nepudepnueckoii Kposu:
WES (n = 10), TapreTHoe cekBeHuUpoBaHue TeHa TP53
(n = 1). IlaTtoreHHble BapuaHThl BBISIBIEHBI V 6 (55 %)
nauueHToB. Cunapom [opanHa TMarHoCTUPOBaH B 2 CITy-
yasx, 1mo 1 mauueHTy Obl10 ¢ cuHapomoM JIu—®payme-
HU, cuHaApoMoM Tiopko 2-ro tuma, aHemueir MaHKOHU
(PALB2) n wmytauueii B reHe ELPI. B BBISIBIEHHBIX
cllyyasix HacyielIcTBeHHbIX ¢popM MbB oTHocuiack K moj-
rpynnam SHH (n = 5; 83 %) unu WNT (n = 1; 17 %).
B 1 caysae Mb monrpynnet SHH anamnactuyeckoro/
KPYITHOKJIETOYHOTO BapMaHTa CeKBeHUpoBaHue reHa 7P53
HE BBISIBWIO MAaTOT¢HHBIX/BEPOSTHO ITATOI€HHBIX Bapu-
aHToB. OIHAKO MMMYHOTMCTOXMMUYECKHUI aHAIN3 TKaHU
OITyXOJIM TIOKa3ajl TmoTepio skcnpeccun 7P53. PekoMeH-
JIOBAHO BBITIOJTHEHUE MYJIBTUIUIEKCHOM JIMTA3HOW LIETTHOM
peakiuu (MLPA) m1st BeISIBI€HUS TIPOTSDKEHHBIX ACISIIAMN
B redHe TP53. HerarusHbiii pesyasrar MLPA mosBoisieT
MOATBEPAUTh COMaTUYECKUIA XapaKTep MyTallui U UCKIIIO-
YUTh CUHAPOM JIu—®paymMeHHu y MalueHTa.

[latoreHHble M BEpPOSITHO IATOI€HHbIE BapUAHTHI
oTcyTCTBOBaIM BO Beex caydasx Mb Group 3 u Group 4.
Oco0bli1 MHTEpEC MPEeACTaBIsIN 3 ciaydas ¢ OTSATOIIEH-
HbIM CEMEIHBIM OHKOJIOTMYECKMM aHAaMHE30M: IallM-
eHT No 8 — pak MOJIOUHOM Xeje3bl Y MaTepu, MallueHT
Ne 9 — cmepTh cubaMHTA B 5 JIET OT aHAIUIACTUYECKOM
MB, n marmeHT Ne 11 — pak xxeayaka y Jeayiiku B 49 JeT.
DTUM MalLUeHTaM JOMOJHUTEIbHO ObLIO PEKOMEHIOBAHO
BoinmoHeHue WGS 111 BBISIBIIGHUSI PeIKMX BapUaHTOB
npenpacrnoioxeHHocT K MB. ¥V 1 pebenka ¢ Mb Group 4
U BIWICTICUE BbISIBJIEH FeTePO3UTOTHbBIN BAPUAHT B TeHE
SCNIA. Jannsiii BapuanT no ACMG paciieHruBaeTcs Kak
BapMaHT C HEONPEIEICHHON KIIMHUYECKON 3HAYUMOCTbIO
U MOXET OBbITh CBSI3aH C IAPOKCU3MaIbHBIMU COCTOSIHU-
saMM. Pe3yabTaTel Halllero MCCIenoBaHUs MPeACTaBICHbI
B Ta0m. 2.

AKTyaTbHOM 3aa4eii ocTaeTcs pa3padoTKa aJlropuT™Ma
palOHAJIbHOIO TeHETUYECKOr0 CKPUHMHIA, MHHUMM-
3upytoniero (bUMHAHCOBbIE 3aTPaThl IIPU MaKCUMAaJbHOMI
JIMAarHOCTUYECKO 3(P(PEKTUBHOCTH.

MBI npemiaraeM CTPaTerdio KJIMHMYECKOTo OTOOopa
MalMEHTOB Ha F€HETMYECKOe TeCTUPOBAHUE, MCIIOJIb3Y-
IOIyI0 Oa/UIbHYIO CHCTEMY OLIEHKM WMHIUBUAYaJIbHBIX,
TUCTOJIOTMYECKUX M CEeMEMHBIX IIpU3HAKoOB. JlaHHas
cucreMa crTpatudUKalMM pHCKa pa3paboTaHa HaMmu
C YYETOM JAHHBIX MEXIYHAPOIHBIX KOTOPTHBIX HCCJIE-
MOBaHUI, IEMOHCTPUPYIOIIMX KOHLeHTpauuio 90 %
HacieAcTBeHHBIX hopMm rmpu M b moarpynner SHH, a Tak-
e COOCTBEHHBIX KIIMHUYECKUX HAOIIONEHU.
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AJIrOpUTM KJIMHHUYECKOTr0 0TOOPA MALKMEHTOB C MELY/LIO-
0J1acTOMOI1 HA TeHeTHYeCKOoe TECTHPOBAHNE

Illae 1. Moaexyaapnas Kaaccugpuxayus onyxoau

BceMm nmetsim ¢ BepuduimpoBaHHBIM auario3om Mb
peKoOMeHIyeTCsT 00si3aTeIbHasI MOJIEKY/IIpHasI Kiiaccudu-
Kalus OIyXOJIM C UCIIOJIb30BaHueM TexHooruu nCounter
NanoString wiu JJHK-MetTunupoBanusa st ornpenese-
nusg noarpynnsl (WNT, SHH, Group 3 unu Group 4).
MonekyasipHasi TPUHAIJICKHOCTb OITYXOJU SIBJISICTCS
OCHOBHBIM TPEAUKTOPOM BO3MOXHOW HACJEICTBEHHOM
MPeapacIioIoXXeHHOCTH.

IMauuentam ¢ Mb nonrpynn SHH u WNT mnokaszaHo
TEHETUYECKOe TECTUPOBAHNUE, MOCKOJbKY OHHU COAepKaT
90—95 % Bcex HacaeICTBEHHBIX (hOpM 3a00JIeBaHMSL.
VYV maumnentos ¢ Mb Group 3 u Group 4 yactora Haclie/-
CTBEHHbIX (POpM He TpeBbIiaeT 2 %, I03TOMY TeCTUPOBA-
HUE MIPOBOAUTCS TOJIBKO MPU HATUUUM TOMOJTHUTEIBHBIX
MPU3HAKOB BHICOKOTO PHCKA.

Illac 2. baaavnas cucmema cmpamuguxayuu

ITpumeHsieTcst GajibHAsI CUCTEMa OLIEHKU BEPOSITHO-
CTU HacneacTBeHHBIX (hopm MbB. Kaxgomy KinmHnuecKo-
My IIPU3HAKY IIPUCBAaNBAETCs OMPEaeICHHOE KOTNISCTBO
0asu1oB, 00IIIast CyMMa OTpeeisieT HEeOOXOIMMOCTh reHe -
TUYECKOTo TecTupoBaHusa. Kputepuu 0a/sIbHON OIIEHKU
npeacTaBjieHbl B Ta0JI. 3.

Tabmnua 3. Kpumepuu 6arnvhoii ouenku cmpamugpukayuy HacaeocmeeH-
HbIX popm M B
Table 3. Scoring criteria for stratification of hereditary MB forms

Kinuanyeckuii mpu3HaK Bansl
Clinical feature Points
Moarpynna SHH niau WNT 3

SHH or WNT subtype
Bospact Mmanudectaiuu < 3 winu > 15 ser

Age at manifestation <3 or >15 years g
AHAIIaCTUYECKUI/KPYTHOKIETOUHBIN TMCTONIOTNYECKUI

tun SHH 2
Anaplastic/large cell SHH histology

JlecMOrIacTUYEeCKUIA MJIM HOMYJISIPHBIA TUCTOJIOTMYECKUIA THTT 1

Desmoplastic or nodular histology

JucmopduuHbIil GEHOTUT U TOPOKU PA3BUTUS
(makpouedanusi, MUKpoliedanus, 6a3aTbHOKIETOYHBIC
HEBYCBI, MSTHA 1IBETA «KO(DE C MOJIOKOM»)

Dysmorphic features and congenital anomalies
(macrocephaly, microcephaly, basal cell nevi, cafii-au-
lait spots)

OTSroILEeHHBII CeMeiHbII aHaMHe3 (YCTaHOBJISHHBI

HACJIEICTBEHHBII OIyXOJIEBbIN CUHAPOM Yy OJIM3KUX

poncTBeHHUKOB, onyxou [IHC, capkombl B 1eTCKOM

BO3pacTe, paKk MOJIOYHOM XeJe3bl Y pOOACTBEHHUKOB

< 40 set, MOJUIO3 KUIIEYHUKA) 1

Positive family history (confirmed hereditary cancer

syndrome in first-degree relatives, CNS tumors, childhood

sarcomas, breast cancer in relatives < 40 years, polyposis

coli)
|

Illae 3. Ilpunamue pewenuss o 2eHemu4ecKom mecmu-
posanuu

Penienne o npoBeaeHUM T€HETUYECKOTO TECTHPOBA-
HUs TIPUMHUMAETCs Ha OCHOBE CYMMAapHOIO KOJIMYECTBa
0asioB:

OpuruHanbHble uccneposanus // Original studies
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>4 6a110B — BBICOKWI PUCK HACIEACTBEHHO (hOPMBI,
PEKOMEHIyeTCsl 00s13aTeIbHOe TeHETUYECKOe TeCTUPOBa-
HMUE;

1—3 — cpeaHuii pUCK, TECTUPOBAHUE PEKOMEHIYETCS
110 COBMECTHOMY PEILEHMIO OHKOJIOra U KJIMHUYECKOIo
TreHEeTHKA,

0 GaJIOB — HU3KMI PUCK, JOCTATOYHO JMHAMUYECKO-
rO HaOJIOIeHUSI.

Hna mauuentoB ¢ Mb Group 3 u Group 4 TecTupoBa-
HHe IMoKa3aHo TOJILKO MpH > 3 0alIoB.

Ocobass pekOMeHIaluMs: TIpPU aHaIuIaCTUYeCKOM/
kpynHokiieTouHoM rucrorurnie SHH MB u3-3a Beicokoro
pucka cuHapoMa Jlu—®paymeHr MOKa3aHO He3aMe-
JINTEJIbHOE MOJIEKYJIIPHO-TEHETUYECKOE HCCIIeIOBaHUE
reHa TP53 MeTonoM mpsiMOro ceKBeHUpoBaHUs 1o CaH-
repy. Ilpu oTpuliaTesbHOM pe3yJbTaTe lLiejecoodpas-
HO BBIMOMHUTP MLPA 17151 BBISIBICHUS TPOTSKEHHBIX
nenenuit TP53. Ilpyu moMHOM MCKITIOYEHUN MAaTOTeHHBIX
BapuaHTOB reHa TP53 — WES/WGS s moucka apyrux
HACJIEICTBEHHBIX OITYXOJIEBBIX CUHAPOMOB.

[MpenmymectBamMu  OaJIIBHOM CUCTEMBI  SIBIISIIOTCS
CTaHAAPTU3UMPOBAHHBI OTOOP MAllMEHTOB M BBICOKAs
3((HEKTUBHOCTh JTUArHOCTUKU HACJIEACTBEHHBIX (hOpM
MBb ¢ 5—-15 % no 25—40 % npu 0qHOBPEMEHHOM 3KOHO-
MM pecypcoB (T€HETUUYECKOe TECTMpPOBaHHUE TpeOyeTcs
30—40 % nanuenTtoB BMecTo 100 %).

Kimaugeckue caydan

Heeouxa, 91em (navyuenmrxa Ne 1), M5 nodepynnet SHH,
aHanaacmu4ecKuil/KpynHoKAemouHolil  éapuanm, 6adyul-
Ka ymepaa é go3pacme 38 nem om paka MOAOYHOU diceine-
3ol. baanei: 3 + 2 + 1 = 6. Pexomendosaro eenemuueckoe
mecmupoearue. Ilo pezyaomamam WES evisieaen eapuanm
HYKAe0MUOHOU nocaedo8amenbHocmu 6 3x30He 5 eena TP53
(chr3:15635477: .38 44delinsTCC,  p.Cys13Phefs*36,
NM _001370658.1) 6 ecemepo3zucomuom cocmosHuu, npu-
800AWUI K OCMAHOBKe CUHMe3d NOAHOPYHKUYUOHANBHOO
obeaka 6 146-ii nosuyuu. lemepo3ueomusie apuanmol 8 2eHe
TP53 onucanvt y nauuenmos ¢ cunopomom JIu—Dpaymenu.

Maavuuk, 11 sem (nayuenm No 2), MB nodepynnoi
WNT, kaaccuueckuii eéapuanm. C poxcoeHUs Bbls6AeHbL
8pOJICOeHHble NOPOKU PA36UMUSL: AMPe3Us aHycd U npsamoil
Kuwku, ceuwesas gopma, eunocnaous, NOCMAKCUANbHAS
noaudaxmuaus nesoil kucmu. B eospacme 6 nem duaznocmu-
DPOBAH NOAUNO3 MOACMO20 KuleuHuka. Y omya 6 eo3pacme
32 aem, y 6abyuku u npadbadyuwKu npoobanoa no omuyo8cKoll
AUHUU OUGCHOCMUPOBAH PAK MOACIMO020 KuuleyHuka. baaavl:
3+ 1+ 1=215. Pexomendosano eenemuueckoe mecmupoga-
nue. Ilo pezyrvmamam WES ebisenen eapuanm Hykaeomuo-
Holl nocnedosamensvhocmu 6 eene APC (chr5:112839693:
c.4101_4104del, p.Q1367Hfs*47, NM_000038.6) ¢ cemepo-
3UCOMHOM COCMOSHUU. [emepo3ucommuvle apuanmol 6 eeHe
APC onucanbt y nayuenmos ¢ cunopomom Tropko 2-e0 muna.

Maavuuk, 9 mecaues (nayuenm Ne 4), Mb nodepynnoi
SHH, decmonaacmuueckuil éapuanm, y mamepu — MHOJce-
CMBeHHble KOJCHble (DUOPOMbL, 000HMO2EHHbIe KepamoKu-
cmol, Muoma mMamiu, y 6abyuku é eo3pacme 52 sem oua-
eHoCmuposana 6asanrvHokaemoynas Kapyunoma. Penomun
nayuenma: makpoyepanus, KojcHble AMOUKU 6 00aacmu
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aadoweii u nodowe cmon. bawo: 3+ 2+ 1+ 1+1=28
Pexomendosano eenemuueckoe mecmuposanue. [lo pe3yns-
mamam WES 8via6ren eapuaHm HyKAeomuoHOU nocaedo-
samenvHocmu 6 3k3oHe 20 eena PTCHI (chr9:95453508:
¢.3419T>G, p.Leull40Arg, NM 000264.5) e eemepo3u-
2OMHOM COCMOSHUU, NPUBOOAWUI K 3AMeHe AMUHOKUCAOMbL
6 1140-i1 nosuyuu 6eaxa. Iemeposueomuule 6apuanmel 6 eeHe
PTCH 1 mocym seasmucs npuuunoii cunopoma lopauna.

Jesouka, 1200 (nayuenmrxa No 5), M b nodepynnot SHH,
Kaaccuyeckuii eapuanm. Ilocae poycoenus ouasHocmuposan
NOPOK pazeumus: ampe3us anyca, ceuujesas gopma. Pebe-
HOK Pa36UBAACs ¢ MeMNOBOU 3a0epIuCKOl MOMOPHO20 U (hu3u-
yeck0eo paseumusi. DeHomun nAyUeHMKU: MUKpoyepanus,
ducmonus anyca, MHOJMCeCMBeHHble MeaKlUe NImua ygema
«koghe ¢ monokom». barnv: 3 + 2 + 1 = 6. Pexomendosaro
2eHemuueckoe mecmupoganue. Beudy cxoxcecmu genomu-
NUYECKUX NPU3HAKO8 NpodaHda ¢ (heHOmunom cuHopoma
Huiimeeen npoeodunoce monekyispHo-eeHemu4eckoe uccie-
dosanue eena NBN — maxncopnoit mymayuu c.657 661del
(p-Lys219Asnfs*16) ne ewisigreno. Juaenocmuueckuil
nouck 6vt1 npodoaxcer. Ilo pesyssmamam WES' evisienen
BAPUAHM HYKACOMUOHOU NOCAe008ameabHOCmU 6 3K30He |
eena PALB2 (chr16:23641139: c.18del, p.Lys7SerfsTerll,
NM _024675.4) 6 eomosucomnom cocmosnuu. Bapuanmeo:
6 eene PALBZ2 6 como3zueomuom u KoMnayHo-eemepo3uzom-
HOM COCMOSHUSX ONUCAHbL Y nayueHmoes ¢ anemuell Panko-
HU, epynna komniemenmauuu N.

O0cyxneHne pe3yJTaTOB

IMonyyeHHbIE pe3ybTaThl XOPOLIO KOPPEIUPYIOT
C MpeaI0XEHHOM HaMU OaJlJIbHOM CUCTeMOM W MOATBEP-
XKIAIOT €€ MNPUMEHUMOCTb B pPEaJlbHOM KJIMHUYECKOM
npaktuke. B wmccinenyemoit koropre y 11 manmeHTOB
OBLIO MPOBEICHO FeHETUYECKOE TeCTUPOBAHNE, IIPU 3TOM
y 6 (55 %) neteii BbISIBJICHBI ITATOTEHHbBIE T€pPMUHAIbHbIC
BapUaHThl B FeHaxX MPeAPacIOJ0OXEHHOCTU K OITyXOJISIM
(PTCH1, SUFU, TP53, APC, PALB2, ELPI). Bo Bcex aTnx
cayyasgsx Mb orHocunace kK moarpynnaM SHH nnmn WNT,
YTO IMOJHOCTbIO COIIACYETCS C MOJOXEHUEM aJIrOpUTMa
O IPUOPUTETE TI'E€HETUYECKOIO TECTUPOBAHMUSI MMEHHO
B 9TUX MOJIEKYJISIPHBIX IToArpymnmnax. @akTruueckoe BbisB-
JIeHne HaclieacTBeHHbIX (popm MbB B moarpynmax SHH
n WNT B Hamreit Beioopke mocturaet 100 %, torma Kak
cpenu mauueHToB ¢ Group 3 um Group 4 maTOreHHbBIX
U BEPOSITHO ITATOT€HHBIX BADMAHTOB B T€HAaX, aCCOLUMPO-
BaHHBIX C HACJIEACTBEHHBIMU OITyXOJIEBBIMU CHHApPOMA-
MU, OOHAPYKEHO He ObLIO.

BaxHo, 4TO Bce MALMEHTHI C IOATBEPKICHHBI-
MU HaciencTBeHHbIMU cuHAapoMmamu ([opnauna, JIu—
®dpaymenu, Tropko 2-ro tumna, aHemust Pankonu, FLPI
ACCOLMMUPOBAHHASL IIPEAPACIIOI0XEHHOCTh) HaOUpaau
> 4 GamioB Mo pa3paboTaHHOM IIKajie, T. €. TMOoIaaalu
B TPYIIITY BBICOKOI'O pUCKA, IPU KOTOPOIl T€HETUYECKOE
TECTUPOBAHUE SIBJISICTCS 00s13aTeIbHBIM. DTO IEMOHCTPH -
pPYeT BBICOKYIO 4yBCTBUTEIIBHOCTD ajiroputMma. OnHOBpe-
MEHHO aJIFOPUTM I103BOJIMJ OTrPaHUYUTh TECTUPOBAHUE
MPUMEPHO MOJIOBUHOM ManueHToB (50 % noreHunalIbHO
TECTUPYEMBIX IIPU IIOJIHOM OXBaTe), YTO IOATBEPXKIAeT
€ro pecypcocoeperaromiuii Xxapakrep.
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OTOenbHOTO BHMMAHUS 3acAyXMBAOT IallUeHTHI
¢ MbB Group 3 u Group 4. B Haie uccienoBaHue 1iee-
HaIlpaBJICHHO OBUIM BKJIIOUYECHBI JETU C 3TUMU MOJECKY-
JIIPHBIMU TIOATPYMIIIAaMU TIPU HAJUYUU OTSTOIIEHHOIO
CeMEMHOI0 OHKOJIOTMYECKOTr0 aHaMHe3a U JOIOJIHU-
TEJNIbHBIX (DEHOTUITUYECKUX OCOOCHHOCTEH, maxke ecliu
UX CyMMapHas Oa/ibHasl OIleHKa IO MPeaOKEeHHOM
mkage on1a HUu3Koi (1—2 6amna). Takoii moaxod oTpa-
JKaeT UCCIeI0BaTeNIbCKYIO 3aga4y — He TOJIBKO IMOATBEP-
IUTb PabOTOCHOCOOHOCTh aJropuT™Ma B IIOATPYIIIIAX
C 0XXHMJIAaeMO BBICOKOM YacTOTOM HACIEACTBEHHBIX (POpM
(SHH n WNT), HO 1 anmpoOupoBaTh €ro B KIMHUYECKU
MMOI03PUTEIbHBIX, (POPMaIbHO HU3KOOAIbHBIX CIyJasx
Group 3 u Group 4. B 3 nadmoaenusx ¢ Mb Group 3
n Group 4 no pesynsratam WES maToreHHble U Bepo-
SITHO TATOT¢HHbIE BapUaHThl HE BBISIBICHBI, OIHAKO
OTATOIIEHHBI CEMEWHBIA OHKOJOTUYECKUA AHAMHE3
U HaJImuue (heHOTUIMNYECKUX OCOOCHHOCTE! MOCTYKUIN
ocHoBaHueM 11 pekoMmeHnauuu WGS. MMmeHHO Takue
clyyau NeMOHCTPUPYIOT BaXKHOCTb CEJIEKTUBHOTO, HO
HEIOJHOTO OTKa3a OT reHeThuyeckoro moucka B Group 3
n Group 4. B nepcrnekTuBe 3TO MOXET CIIOCOOCTBOBATh
UIASHTU(UKALUY HOBBIX T€HOB MPEAPaCIIONOXEHHOCTU
1 YTOUHEHHUIO POJIM HACJIEACTBEHHBIX (haKTOPOB B 3TUX
MOJICKYJISIPHBIX ITOATPYIIAX.

INokazaTeneH Takxke mpumep nauveHta ¢ Mb mog-
rpynnsl SHH  aHammacTryeckoro/KpymHOKIETOUHOTO
BapuaHTa, Y KOTOPOTO INpU CeKBeHUpoBaHuU reHa TP53
MaTOreHHbIe BapMaHThl He OBLIM OOHApY:KEHBI, OAHAKO
pe3yibTaThl  MMMYHOTMCTOXMMMYECKOTO  MCCIIeI0Ba-
HUS OIyXOJIM yKa3bIBaJu Ha IoTepio akcrnpeccuu TPS53.
DTOT ciayyail AEMOHCTPUPYET HEOOXOIMMOCTH IOIOJI-
HutenbHoM auarHoctTukn (MLPA, WGS) npu BbIcCOKOM
KJIMHUKO-MOPGOJIOTUIECKOM IMOJ03PEHUN Ha CUHIPOM
Jlu—®paymeHu, YTO IMOJHOCTbIO COOTBETCTBYET JIOTHMKE
aJITOPUTMA: BBICOKMIA 0asll U crieu(pUIeCKUil TUCTOJI0-
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TUYECKUM BapMaHT CIy:KaT OCHOBAaHMEM HE TOJIBKO LIS
CTaHIAPTHOI'O T€HETUYECKOTO MCCICIOBaHUS, HO U IS
paclIMpeHusT METOAMK aHaju3a IIpU OTpUIlATeIbHBIX
MEePBUYHBIX Pe3yJbTaTax.

3akiroyenne

HacnencrBennrsle ¢opmbl MbB mpencraBisiior coboit
3HAUUMYI0 KJIMHMYECKYI0 MpoOJeMy, TPeOYIOIIyIO
CBOEBPEMEHHOI auarHocTuku. [loHMMaHue reHeThye-
CKOI MpPeapacIioOXKeHHOCTU YXe CETOMHS OIpenesiseT
BBIOOp Tepamuu, 00beM JIy4eBOro BO3ACICTBUS, TAKTUKY
HaOJIIOEeHUS U MPOMPUIAKTUKY BTOPUIHBIX OITYXOJICH.

IIpennoxeHHass OajjibHasi cucTeMa CTpaTU(UKALIUU
no3BosisieT 3 GEKTUBHO OTOMpPATh MAIMEHTOB IS TeHe-
TUYECKOTO TECTUPOBaHUS, (POKYCUPYSICh Ha IOATPYIIIaX
SHH n WNT, nipy KOTOPBIX MOKHO TMAarHOCTUPOBAThH 10
90—95 % HacaenctBeHHbIX GopMm MbB. OnHako moarpym-
bl Group 3 u Group 4 He ciielyeT MOJTHOCThIO UCKITIOYaTh
U3 TEHETUYECKOro CKPUHMHIA, OCOOCHHO TpU HaTUYUU
OTSITOIIIEHHOTO CEMEMHOro OHKOJIOTUYECKOTO aHaM-
He3a, aHaIIaCTUYECKOTO THMCTOJIOTMYECKOro BapuaHTa
WIN peakuxX (QeHOTUITMYECKUX IPU3HAKOB (HAIIpUMED,
MuKpoliedanus, panranabHas ariasus ). BaxkHo MOMHUTB,
YTO  aHAIUIAaCTUYECKMI/KPYIMHOKJICTOUHBII THUCTOTUI
SHH MDb gBnsieTcsl mTaTOTHOMOHMYHBIM MapKepOM CUH-
npoma Jlu—®@paymenu (7P53) u Takke BCTpeyaeTcs: Ipu
aHemun ®PankoHu (BRCA2/PALB2). JlaHHbIii BapuaHT
MB TpebyeTr 00s3aTeIbHOTO I€HETUYECKOTO TeCTUPOBa-
HUs.

BxuoueHue paspaboTaHHOI Oa/UTbHOW  CUCTEMBI
B KJIMHUYECKYIO MPAKTUKY MOXET CTaTh 3(P(MEKTUBHBIM
WHCTPYMEHTOM ITIePCOHAIIM3MPOBAHHON MapIlIpyTHU3a-
1M MauueHToB ¢ Mb K reHeTMyecKoMy 00CIe0BaHUIO,
a Takxke TaTGopMoii ISl JanbHERIIero u3y4yeHus poau
HacCJIeICTBEHHBIX (DaKTOPOB MPEKIE BCEIO B MAJIOM3YYCH-
HbIX oarpynmnax Group 3 u Group 4.
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OueHKa Ka4yecTBa XNU3HU NALUEHTOB, NepPeHecLIMX NPOTMBOONYX0JIEBYH
Tepanunio 3710Ka4eCcTBEHHbIX HOBOOOPa30BaHMWiIA LEHTPANbHOW HEPBHOIA
cucTembl B JeTCKOM Bo3pacTe

10.B. /Iunukuna® 2, H.B. Myasposa?, B.B. Uepnukos’, N.JI. Hukutuna?, O.I. XKeayakosa‘, .A. Keabmancon?,
A.JO. Cvupnosa?, H.T. Toiikanos?, 11.B. Bunsapckas?®

'DI'BOY BO «Canxm-Ilemepbypeckuii 2ocydapcmeennuiii ynusepcumem»; Poccus, 199034, Cankm-Ilemepbype,
Yuusepcumemcrkas nabé., 7—9;

OI'BY «HMHII um. B.A. Anmazoea» Munzdpaea Poccuu; Poccus, 197341, Cankm-Ilemepoype, ya. Akkypamosa, 2;

JDIAY «HayuonanvHolit MeOUUUHCKUT UCCAe008AMENbCKUN UeHmMp 300p0o6bs demeil> Munzopaea Poccuu; Poccus, 119991, Mockea,
Jlomornocosckuii npocn., 2, cmp. 1;

‘I'BY3 «HIII cney.med.nomougu demsm JI3M»; Poccus, 119620, Mockesa, ya. Asuamopos, 38

Konraktabie nannbie: fOaus Basepveena Junukuna dinikina yuv@almazoveentre.ru

Axmyaavnocms. CocnactHo 0aHHbIM MeHCOYHAPOOHOU CIMAMUCMUKU, ORYXOAU UeHMPAAbHOU HePEHOU CUCMeMbl 3aHUMAIOM AUUpyoujue
no3uyuu 8 cmpykmype 0emckoil oHKoaoeuteckoi 3aboneeaemocmu. Ilpumenenue mMyabmumooanrvhol cmpameeuu npomugoonyxone6oli
mepanuu Ha ce20OHAWHUI 0eHb N0360as1em 00CMUYb BbICOKO2O YPOBHs O0A20CPOYHOL BbINCUBAEMOCMU, HO 3a4ACMYIO C MAICEAbIMU
sapuanmamu omaoaneHHol mokcuuHocmu. H3yuenue 60onpocog cocmosiHus 300p08bsi U3NEHEHHbIX NAUUEHMO8 U OUeHKd UX Ka4ecmeda
acuznu (K2K) 6 acnekmax noucika ynpagasemuix pakmopos cHUNCeHUs MOKCUMHOCMU AeHeHUs] A6A51eMCsl AKMYanbHOl npodaemoii 0emcKoll
OHKOA02UU U NeQUAmpUU.

Mamepuaavt u memodsi. B uccredosanue exaouenvi 76 nayuenmos c¢ NOOMEEPHCOCHHIMU OUACHO3AMU MedYyAN001acmOMbl
(93,4 %) uau amunuuroi mepamoudro-padooudroii onyxoau (6,6 %), ycmanogrenubsimu 6 6ozpacme 0o 18 nem, no nogody Komopwix
nposodunacsy npomusoonyxonesas mepanus. Jns ouenku KK ucnonvzoeancs onpocuux Health Utilities Index eéepcuit Mark 2u 3 (HUI2
u HUI3), cocmoswuii uz 15 éonpocos. bviao npoanairusuposaro éausHue opemenu 004e3HU (2UCMOA0UMECKUT MUN ONYX0au, cmaous
u mun (nepsuuHas onyxons/peyuous) 3a601e6anus, 8KAUeHUe 8biCOKOO03HOI XUMUOmMepanuu, 00sem ay4egol mepanuu u onepayuu) Ha
nokasamenu 300p06bs.

Pesyabmamoi. Meduana 6o3pacma nayuenmos Ha MoMeHm anKemupoganus cocmaeunra 11,7 eoda ¢ meduanoii unmepeanra nocae
3aeepuienus cneyuguyeckoeo rewenus 6,4 eooa. Pecnondenmamu 6 ankemuposanuu s164a1ucb pooumenu nayuenmos (n = 37; 48,7 %)
u/unu Aevauiuil 8pad, OCyuecmesiouuil meouyunckoe Haonodenue 3a pedenkom (n = 39; 51,3 %). Cpeonee epems, nompauennoe Ha
3anoaHeHue onpochuka, cocmasuno 8,0 = 3,0 mun. Yacmoma crudicenus yposreii cocmasasrouux 30o0posvs no HUI2 u HUI3 docmuena
47 % u 53 %,coomeemcmeys aezkoii (66 % u 62 %), ymepennoii (27 % u 26 %) u maxcenoii (7 % u 12 %) cmenensm napyuwenui.
DyuKyUOHaNbHBLE HapyUueHUs 300P08bs 8 HAUbOAbUel cmeneHy Kacaaucs makux cocmagasrouwux KX, kak koenumuensie cnocobHocmu,
IMOUUL, OwyUleHue, NOOBUNCHOCHb, BaPbUPYS OM YMepeHHbIX 00 msiceavlx. Cmamucmu4ecku 3HA4UMOe He2amusHoe GAUsHUe HA
deueamenvhvle cnocoonocmu (p = 0,02), camooocayncusarue (p = 0,05) u meaxyro momopuky (p = 0,01) umenra memacmamuueckas cmaous
OnyxoAau, y NAyUeHmos ¢ peyuoueamu 3a001e6anUs 8vis161eHO CHUMNCeHUe KoeHumuerozo (p = 0,03) u amoyuonanvroeo (p = 0,002) cmamycos,
npuMeHeHuUe KpaHUOCNUHAAbHO20 004)HeHUs ObLA0 MAKICe ACCOYUUPOBAHO CO CHUMICEHUEM KOZHUMUBHBIX cnocoorHocmell (p = 0,04).

Buieodvr. Ouyenka KK nauuenmosg ¢ ucnoavzosanuem HUI2 u HUI3 seasemcs npocmbim u 00CMYNnHolM Memoodom 045 PYMUHHO20
npuUMeHeHUs 8 KAUHUYecKoU npakmuke. Y Oemell, nepeHecuiux NpomuoOnYXoae8yr) Mepanuro no nogoody meodyinro0aacmomsl uau
amunuYHol MmepamouoHo-pabooUuOHol ONYXoau, 3apecucmpupo8anbl CMamucmu4eckKu 3HauumMble OMKAOHEHUS COCIABASIOUUX 300D06b5,
npu 5mMoM HeOAAONPUSMHbIMU QAKMOpamu pucka s6a5SAuUch peyuous, memacmamu4eckds cmaous 3a001e6anus U 1y4e6as mepanus
6 00veme KpaHUOCnUHANbHO20 00ayHenus. Bajcno ommemums, umo, HecMOMPs HA bICOKULL NPOUEHM 3aPe2UCMPUPOBAHHBIX OMKAOHEHUL]
6 OUEHUBAEMBIX COCMABATIOUUX 300p08bS, 60/1ee NOAOBUHDBL U3 HUX COOMBEMCIMB08ANU HAPYUEHUSM Ne2KOli U ymepeHHol cmenenuy. Haubonee
VA3GUMBIMU AGASAAUC 08USAMENbHAS chepa U KOCHUMUBHbIE CHOCOOHOCMU. Yuumbleas mManouucieHHoCmy 8bl00pKU, HeAb3s 2080PUMb
0 8bICOKOII CMeneHU 3HaAUUMOCMU NOAYHEHHbIX Pe3YAbMAamos, ¥mo mpe6yem npoooadicenus Uccare008anuil 8 yKa3aHHoll koeopme 00AbHbLX,
meM He MeHee MAK08ble CO8NAAAOM ¢ MeNCOYHapOOHbIMU AUMepamypHbimu oanHoimu. Credyem makoice Ommemumy, Ymo aHKemuposanue
daem OUueHKY cOCMOSHUS 300P08bS NAUUEHMOB8 8 KOHKPEMHbLI Nepuoo, 8 Mo 8peMs KaK OHO MOMNCen 3HAYUMENbHO MEHAMbCS C MeYeHuem
8pemMeHU U Ha (POHE MHOLOHUCAEHHbIX (PAKMOPO8, MeM CAMbIM Onpedensisi He00X00UMOCHb OUHAMUYECK020 MOHUMOPUHRA.

KimoueBbie cioBa: neauaTpusd, Meﬂyf[]’[OGTIaCTOMa, Ka4y€CTBO 2XKM3HM, OITYXOJIN HeHTpaJ'[bHOfI HepBHOﬁ CUCTEMDBI, OCTCKasd
OHKOJIOI'us, IMMPOTUBOOITYXO0JIEBAsA TEPAIIrA

Jlna murupoBanusa: Nuuukuna FO.B., Mymsposa H.B., Yepuukos B.B., Hukuruna WU.J1., XKenynkosa O.I., Keabmancon U.A.,
CwmupHoBa A.I1O., ToiikanoB H.I., Bunspckas M.B. OueHka KauyecTBa XXW3HU IMAIlMEHTOB, MEPEHECIINX MPOTUBOOITYXOJIEBYIO
Teparnuio 3J10Ka4eCTBEHHbIX HOBOOOPa30BaHMI LIEHTPaIbHOI HEPBHOM CUCTEMBI B IETCKOM Bo3pacTte. Poccuiickuii kypHas 1eTCKOM
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Assessment of quality of life in patients who underwent antineoplastic therapy for central nervous system
malignancies in childhood

Yu.V. Dinikina®?, N.V. Muliarova?®, V.V. Chernikov’, I.L. Nikitina’, O.G. Zheludkova®, I.A. Kelmanson?, A.Yu. Smirnova’,
N.G. Goikalov’, LV. Vinyarskaya’

Saint Petersburg State University;, 7—9 Universitetskaya Emb., Saint Petersburg, 199034, Russia; *Almazov National Medical Research
Centre, Ministry of Health of Russia; 2 Akkuratova St., Saint Petersburg, 197341, Russia; > National Medical Research Center for Children’s
Health, Ministry of Health of Russia; 2, bldg. 1 Lomonosovsky Prosp., Moscow, 119991, Russia; *V.F. Voyno-Yasenetsky Scientific and
Practical Center of Specialized Medical Care for Children, Moscow Healthcare Department; 38 Aviatorov St., Moscow, 119620, Russia

Background. According to international statistics tumors of the central nervous system take a leading position in the structure of childhood
cancer morbidity. The use of a multimodal strategy of anticancer therapy today allows achieving a high level of long-term survival, but often
with severe variants of long-term toxicity. The study of the health status of cured patients and assessment of their quality of life (QOL) in the
aspects of searching for controllable factors to reduce treatment toxicity is a pressing problem in pediatric oncology and pediatrics.

Materials and methods. The study included 76 patients with a confirmed diagnosis of medulloblastoma (93.4 %) or atypical teratoid
rhabdoid tumor (6.6 %), established at the age of up to 18 years, for which antitumor therapy was carried out. For assess to QOL, the Health
Utilities Index questionnaire of Mark 2 and 3 versions (HUI2 and HUI3) was used, consisting of 15 questions. The impact of disease burden
(histological tumor type, stage and type (primary tumor/relapse) of the disease, inclusion of high-dose chemotherapy, volume of radiation
therapy and surgery) on the health attribute scores was analyzed.

Results. The median age of patients at the time of the survey was 11.7 years with a median interval after completion of specific treatment
of 6.4 years. Respondents to the survey were patients’ parents (n = 37; 48.7 %) and/or the attending physician monitoring the child
(n=239;51.3 %). The average time spent on filling out the questionnaire was 8.0 = 3.0 min. The frequency of a decrease in the levels of health
attributes according to the HUI2 and HUI3 systems were 47% and 53 %, corresponding to mild (66 % and 62 %), moderate (27 % and 26 %)
and severe (7 % and 12 %) severity of disorders. Functional health disorders mostly concerned such QOL components as cognitive abilities,
emotions, sensation, mobility, varying from moderate to severe. Metastatic stage of the tumor had statistically significant negative impact
on mobility and ambulation (p = 0.02), self-care (p = 0.05) and dexterity (p = 0.01); patients with disease recurrence showed decreased
cognition (p = 0.03) and emotional status (p = 0.002); the use of craniospinal irradiation was also associated with decreased cognitive
abilities (p = 0.04).

Conclusions. Assessment of patients’ QOL using the HUI2 and HUI3 questionnaire is a simple and accessible method for routine use in
clinical practice. Statistically significant deviations in health attributes were registered in children who underwent antitumor therapy for
medulloblastoma or atypical teratoid rhabdoid tumor, while unfavorable risk factors were disease recurrence, metastatic stage of the disease
and radiation therapy in the CSI. It is important to note that despite the high percentage of recorded deviations in the assessed health
attributes, more than half of them corresponded to mild to moderate impairments. The most vulnerable components were the motor sphere
and cognitive abilities. Given the small sample size, it is impossible to speak about a high degree of significance of the obtained results, which
requires continuation of research in the specified cohort of patients, however, they coincide with international literature data. It should also be
noted that the questionnaire provides an assessment of the health status of patients in a specific period, while it can change significantly over
time and against the background of numerous factors, thereby determining the need for dynamic monitoring.

Key words: pediatric, medulloblastoma, quality of life, central nervous system tumors, pediatric oncology, anticancer therapy
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Beenenne

Onyxonu ueHTpanbHOil HepBHOI cuctembl (LIHC)
SIBJISIIOTCS OLHOM M3 JIMAUPYIOLIMX HO30JIOTMI B CTPYKTY-
pe IeTCKOM OHKOJIOTUYECKOI 3a00716BaMOCTH, TIPU 3TOM
y TallMEeHTOB MJAAIIEero Bo3pacTa Cpeau 3J0KaYeCTBEH-
HbIX HoBooOpaszoBaHuit (3HO) mnpeobnagaoT Memys-
nobaacroma (MB) u arunuyHasi TepaTouaHO-padIOUI-
Has onyxosib (ATPO) ¢ BapnabeabHBIMU BO3PacTHBIMU
nukKamu pa3putus [1]. brarogaps KomrijieKCHOMY oKa3a-
HUIO MEIUIIMHCKOM IMOMOIIM C MCIOJIb30BaHUEM XUPYP-
TMYECKoro jedyeHus, xumuorepanuu (XT), B TOM 4yucie
C TIPUMEHEHUEM BBICOKOMO3HBIX PEXUMOB, M JIy4eBOM
tepanuu (JIT), TOCTUTHYTHI BLICOKME TTOKA3aTeIN JOTO-
CpOYHOI BbIKMBaeMoCTH. Ha ceronHsmHumii 1eHp S5-1eT-
Hs1s1 o611as BeikuBaeMocThb (OB) y nereit ¢ Mb nocturaer
nopsiaka 65—80 % [2], Torna kak y aeteit ¢ ATPO stor
rokasareb cocTaBisieT 15—58 %, Bapbupysi B 3aBUCUMO-
CTU OT MOJIEKYJISIPHOI TOATPYIIIHI [3], a pOCT MOMYJISIIUN
MaleHTOB, MEPEHECIINX IMPOTUBOOITYXOJEBOE JIeUCHHUE
B IETCKOM WU TIOAPOCTKOBOM BO3pacTe, HEYKJIOHHO
pacteT. OUYeBUAHO, YTO HCMOJH30BAHME WHTEHCUBHBIX
MpOrpaMM JICYEHHUSI COMPSIKEHO C BBICOKMMU PUCKAMU
Pa3BUTHS PAHHEN U OTIAJICHHOM TOKCUYHOCTH, @ UMEHHO
C SHIOKPMHHBIMU, IBUTATEJbHBIMU, CIYXOBBIMU Hapy-
LIEHUSIMUA, KOTHUTUBHBIMM M TICUXO3MOLMOHATbHBIMU
paccTtpoiictBaMu, pa3zButueM BropuuHbix 3HO, kKoTophie,
B CBOIO oYepenb, OyAyT OKa3blBaTh HETaTUBHOE BIUSHUE
Ha kauyecTBo xk13HU (K2K) n3neyeHHbIX mamyeHToB [4—8].

AKTyanbHOCTh M3ydeHusi Bompoca KK y maumeH-
TOB C OHKOJIOTMYECKMMU 3a00JIeBaHUSIMU, B YaCTHOCTHU
¢ onyxonamu LIHC, Bo3pacTtaer, yTo MOATBEp>KIaeTcs
MPOMOJIKAIOIIMMHUCS ~ MHOTOIICHTPOBBIMU ~ MEXKIyHa-
ponHbIMU uccaenoBaHusmu [9—13]. Ipexne Bcero sto
00OYyCJIOBJICHO JIOCTMXKEHUMEM BBICOKMX IOKa3aTesieid
BbDKMBAEMOCTH, a TAKK€ BO3MOXKHOCTSIMM MPUMEHEHMS
HOBBIX 3(P@EKTUBHBIX M MEHEe TOKCUYHBIX CTpaTerui
MPOTUBOOIYX0JIEBOM Tepalru, BKIIOYAIOIINX cOeperaio-
mue noaxonnl, JIT, TapreTHyo U/Ujiv UMMYHOTEpPAIIUIO.
Ha ceromHsiniHuii aeHb MEPCOHANIM3ALIMS TPOTUBOOITY-
XOJICBOTO JIeYeHHsI HallpaBjeHa He TOJIbKO Ha M3JIeUeHME
OCHOBHOIO 3a00JjieBaHMsI, HO U Ha CcOXpaHeHHe (DU3M-
YECKOIo, ICHUXOJOTMYECKOr0 M COLMAIbHOIO 3[10POBbS
MalMEHTOB, UTO SABJIsIeTCS cocTaBisomumu KK,

KK — MeXmMCLUMIUIMHApHOE IOHSATHE, B COOTBET-
CTBUHU C OlpeaeiecHreM BceMupHOIi opraHuU3aldu 3apa-
BooxpaHeHus (BO3) oHo oxBaThIBaeT (pu3nveckoe, Tcu-
XOJIOTUYECKOE, SMOLIMOHAIIBHOE M COLIMAJIbHOE 310POBbE
YeJIoBeKa, OCHOBAaHHOE Ha €ro BOCIPUSITUM CBOETO MECTa
B obmiectBe [14]. CyliecTBYyIOT pa3iadyHbIE TPaKTOBKM
JAHHOTO TEPMUHA, XapaKTepU3yollKe YpOBeHb U 00pa3
JKM3HM, YaCTOTYy BO3HHUKAIOIIMX CTPECCOBBIX CUTyallWii
u ap. [15]. BaxxHO OTMETUTD, YTO MOYTH BCE OTNPEACICHUS
OCHOBaHbI Ha BOCIIPUSITUM YEJIOBEKOM CBOEro 0J1aromo-
ayuust. [To Mmepe nmpooskaronmxcst UcciieIoBaHUi ObLIO
BbleJIeHO Oosiee TouHOe noHsitue — K2K, cBsizdaHHOE cO
snopoBbeM (health related quality of life), koTopoe oTpa-
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JKaeT BIMSHME 3[0POBbs WIM JICUeHUs Ha OJIaromnoydyue
YyeJloBeKa B OTHOIICHUM (DU3UYECKOTO, SMOIIMOHAJb-
HOro, KOTHUTUBHOIO M COLIMAJIbHOIO cocCTOosTHMST [15].
AHanu3 TPOBONMMBIX HCCIEIOBAHUM, ITOCBSIIIEHHBIX
mpobieme otnaneHHoro K2K y maieHToB 1eTCKOro BO3-
pacra ¢ omyxonsimu LTHC, meMoHcTpupyer 3HAYMMYIO
BaprabesIbHOCTh MCIOMIb3yeMbIX ornpocHUKOB. IlInupoko
OPUMEHSIOTCI B JIETCKOM OHKOJIOTMYECKON IIPaKTUKE
OHKOJIOTUYECKMIT MOMAyJb AeTCKoro ompocHuka KoK
(PedsQL-CM) [16], ompoCHMK IO OLIEHKE YTWUIMTap-
Horo mHnekca 3nopoBbsi (Health Utilities Index, HUI)
[17], menmaTpuueckas (pyHKIIMOHaJIbHAsA OLIEHKa Tepa-
muu oryxoJieil ronoBHoro Mosra (Peds-FACT-Brs) [18],
mkana oueHku K2XK B merckoit onkomoruun (POQOLS)
[19], onpocHuk omenku K2K meTeit ¢ OHKOJIOTMYECKUMU
3aboneBanusMu (PCQL-32) [20], MunHeamnoauc-MaH-
yectepckass oneHka KXK (MMQL) [11], ompocHuMK
EBpomeiickoii opraHu3aliMyi UCCIECIOBAHUSI U JICUCHUS
paka (EORTC QLQ-C30) [21] u mp. [22, 23]. CnenyeT
OTMETHTb, YTO aHKEeTHpOBaHue AaeT oueHKy KK B KOH-
KPETHBIN MEepPUoN BPEeMEHM, B TO BpeMsl KaK OHO MOXKET
3HAYUTEJIbHO MEHSTHCS ¢ TeYCHHEM BPEeMEHM U Ha (hOHe
MHOTOYMCJIEHHBIX (pakTOpoB BausgHUS [24, 25], uyTO
orpenessieT HeOOXONMMOCTh €€ ATUHAMUYECKOro MOHU-
TopuHra. B Tabn. 1 mpencraBieHbl pe3yabTaThl KPYITHBIX
MEXIYHApOIHBIX MCCICIOBAHNM, MOCBSAIIICHHBIX ITPO0JIe-
Mme KOK y manmeHTOB HeTCKOro Bo3pacTa, MepeHEeCIINX
MIPOTHUBOOITYXOJIEBYIO TEPATIUIO.

[TpoBomuMbIe MCCAEIOBAHUS IO OLIEHKE COCTaBIISIIO-
mux KK 1eMOHCTpUpYIOT UX BBICOKYIO BADUATUBHOCTD —
OT TPYOBIX HapyILIEHUU O YIOBIECTBOPUTEIbHBIX ITOKA-
3aTesieil (PYHKIIMOHAJbHOTO COCTOSIHUMS M BO3MOXKHO-
creit counanusanuu [10, 34, 35], yTo B mepBylO o4yepeab
OIpeAeISIeTCSI TUIIOM OIYXOJAM U O0BEMOM Teparuu
[23, 26, 36, 37]. Tak, corjlacHO JUTEPATYPHBIM JTaHHBIM,
JIeTH, TIoJIy4YaBlIne jJeyeHue 1o nosoay omnyxosneir LITHC,
0 CPABHEHUIO C KOTOPTOM 3MOPOBBIX JETEU WM Mallu-
eHTaMl C WHBIMU OHKOJOTMYECKMMU 3a00JeBaHUSIMU
nMeIoT Oosiee HU3KUI ypoBeHb KXK m Gosee BbICOKMIA
PUCK ILIOXOM ycHeBaeMOCTH B yyebe, HeoOXOAUMOCTh
B KOPPEKIIMOHHOM OOYYEHMH, HE CIIOCOOHBI K CaMOCTO-
SITEJIBHOM XXW3HU Y CKJIOHHBI K COLIMAJIbHON M3O0JISILINU
[34, 38]. B kpynmHOM KoropTHoM HaOmogeHuu (n = 735)
HEMELIKOU UCCIEA0BATEIbCKON IPYIIION IPOJIEeMOHCTPU-
POBaHbBI Pa3IMUMs COLIMATBHO-9KOHOMUUYECKOIO cTaTyca
u KK y mauuenTos ¢ onyxosimu LHHC Huskoit (85 % —
MWJIOLMTAPHAsE aCTPOLIUTOMA) U BhicoKoli (84,7 % — MB)
CTENEeHU 3J0KAUYeCTBEHHOCTH, IMPU 3TOM Y IOCIECTHUX
UMEJIM MECTO XYAIIIMe pe3yabTaThl CO 3HAUMMBIMU COMa-
TUYECKMMU OTHAJICHHBIMU MochenacTBusiMu [39]. boib-
1oe KOJM4YecTBO wuccienoBaHuii mo K2K mocsineHo
nauveHTaM ¢ nepBuuHoii Mb, koTopas siBisieTcst Haubo-
nee pacrpocrpaHeHHbBIM 3HO ronoBHOro mosra y aetei
C OTHOCHUTEJbHO OJIarONpPUSITHBIMU OTHAJIEHHBIMU HCXO-
namu [1], HO ¢ Gonee HM3KMMU Tokazatensimu KK 1o
CpaBHEHMUIO ¢ ApyruMu tumamu omnyxoiei IIHC [10, 36].
Bo Bcex mpoBOOMMBIX HCCAEAOBAHMSAX HEOTHOKPATHO
IMOMYEPKMBAETCS BaxKHOE 3HAuCHUE peadMIMTAIIMOH-
HBIX, KOPPEKIIMOHHO-00pa30BaTeJbHBIX MEpPOIPUITUIA
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M COLMAIbHON MOANep:KKM Ha BCEX OdTalax OKa3aHUs
MEIUIIMHCKOM TMTOMOIIHY IMallueHTaM ¢ OHKOJIOTUYECKUMU
3a00J1EBAaHUSIMU.

HanHas ctaThsd mocBsiieHa nzydeHuio KoK y manm-
eHToB ¢ Mb u ATPO, noyyyaBIIMX MpOTUBOOITYXOJIEBYIO
Teparmio B IETCKOM Bo3pacTte. B KauecTBe MHCTPYMEHTOB
no oueHke KK BbIOpaHBI amanTUpoBaHHBIE U PyCUDU-
poBaHHBIe Bepcun onpocHuka HUI Mark 2 u 3 (HUI2
u HUI3) m1s manmeHToB pa3auyHbIX BO3PACTHBIX TPYIII
C OHKOJIOTMYECKMMM 3a00JIeBaHUSIMM, B TOM YMCIIE
3HO IHHC. Ux nmpenMyIiecTBOM SIBJISIIOTCS JOKa3aHHasI
HaIEeXHOCTh, IIPOCTOTa B MCIIOJb30BAaHUM, BO3MOXK-
HOCTh KOJIMUECTBEHHOI OLIEHKU IapaMeTpOB 3I0POBbS
KaK caMMMHU MallMeHTaMM, TaK M ITyTeM HCIIOJIb30BaHUS
npokKcu-pepcuu [37—43].

Iea» nccaenoBanusa — BLIMOJTHUTE olieHKY KOK marm-
€HTOB, IIEPEHECIIMX ITPOTUBOOIIYXOJIEBOE JICUCHUE 10
nosogy Mb unu ATPO B meTckoM Bo3pacTe, ¢ ornpese-
JICHUEM BIUSHUS OpeMeHM OOJIe3HU Ha COCTaBJISIOIIME
3I0POBbBSI.

MarepuaJjsl 1 METOIbI

B mpocnekTuBHOE MHOTOLEHTPOBOE HEPAHIOMU3U-
POBaHHOE MCCJIE0BaHME BKIIOUYEHBI 76 MAllMEHTOB B BO3-
pacte ot 3 no 30 JeT, mepeHecIInX MPOTUBOOIYX0JEBOE
JIeYeHUe pa3IMYHON MHTEHCMBHOCTU 110 nioBoay Mb wiu
ATPO B Bo3pacte 10 18 jeT KaKk Hanboee YacThIX HO30-
noruii B crpykrype 3HO LIHC. ITauneHTHI ¢ majimaTuB-
HBIM CTaTyCOM B MCCJIEIyeMYyI0 KOTOpTY HE BKIIOYAINCh.
IIpotuBoomyxoyieBast Tepamus IPOBOIMUIACH B YCIOBM-
ax OI'bY «<HMMUI um. B.A. Anmaszosa» MuH3apaBa
Poccun (Cankr-IletepOypr), I'bBY3 . Mocksel «HITLI
cneu.men.momomu JI3M». CpaBHuTenbHbIN aHanu3 KOK
MaLMEHTOB BBIIOJHSUICS B 2 UCCIIEAYEMbIX IPYIIIAX: Iep-
BUYHBIE MALIMEHTHI (7 = 26) U MaLMEHTHl C peLUINBAMU
3abosieBaHus (n = 56). JIOMOJHUTEIBHO OLIEHUBAIKUCH
¢axropnl, Bmusiomue Ha KK B uccienmyeMoil Koropre,
Takue KakK TUIl (TIepBUYHbBIC/PELUMINBLI), CTaaus 3a00-
JieBaHUs, 00beM xupyprudeckoro jedenus, JIT, XT. Tns
oueHku KK ncnonn3zosanuce onpocHuuku HUI2 n HUI3,
BKJIIOYaroIme 15 BonpocoB, MPOKCU-BEPCUM, LA B POJIU
PECIIOHIEHTOB BBICTYNAJIM POIUTEIN/ONIU3KUE POI-
CTBEHHMKM, OCYILECTBJISIIOIIME YXO/ 3a MalueHTaMu, 1/
WIA MeIuLIMHCKUEe paboTHUKM. OleHMBAaeMbIMU I1apa-
MeTpaMM ObLIU: 1) YPOBHM COCTaBJISIOIIMX 300POBbS,
XapaKTepu3ylolle CTelneHb (YHKIMOHAIBHBIX Hapy-
IIeHUI (HeT HapylleHUi/moIHOoe (DYHKIIMOHUPOBAHMUE,
JIeTKasi, yMepeHHas 1 TsiKeyasl CTEeIeHU); 2) OMHOAaTpU-
OyTHbIE MHIEKCHI 3[I0POBbSI, PACCYMTAHHBIC T10 ILIKAJIE OT
0,00 (xymmmwmit ypoBeHb) mo 1,00 (ay4inuii ypoBeHbB);
3) MHoroarpuOyTHBIE MHIAEKCHI, OTpaxalollue ooIlee
COCTOSIHME 3I0pOBbsI, Ilie uaeanbHoe 310poBbe — 1,00,
nerkue HapyieHus — 0,89—0,99, ymepennsie — 0,70—0,88,
un Tskensie — < 0,70. bblia mpoBeneHa olieHKAa PUCKOB
CHIDKEHUST YTUJIMTAPHBIX UHIEKCOB 310POBbSI B 3aBUCH-
MOCTH OT M3y4aeMbIX (DaKTOPOB.

AHAJIN3 JaHHBIX BBIIOJIHSUIA C UCIIOJIb30BAHUEM IIPO-
rpaMMHoOro obecneyeHus Jamovi Bepcum 2.3.28.0 ¢ mpu-
MEHEHHEM CTaHIAPTHBIX METOMOB OINMCATEIbHOI CTaTHU-
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Ta6mma 1. Pesyasmamot mesncoynapoonsix uccaedosanuii no ouenie KXK'y nayuenmos, nepenecuiux onyxoau [[HC

Table 1. Results of international studies assessing quality of life (QOL) in patients with a history of CNS tumors

HcTounuk
Reference

Boman, 2009
[26]

Penn, 2011
[25]

Eilertsen, 2012
[27]

Kulkarni, 2013
[28]

Duckworth, 2015
[29]

Khajuria, 2015
[30]

De Ruiter, 2016
[31]

Netson, 2016
[32]

Ljungman, 2022
[33]

Yucio CpeHuiA BO3pACT, ro/bI Oomee KXXK
NalKeHTOB Mean age, years Overall QOL OnpocHuK

Number Questionnaire

of patients JMArHo3a ouenkn KXK HCcIeyeMasi Koropra Tpynna cpaBHeHUs1
of diagnosis QOL assessment study cohort control group
603 10,4 26,1 0,76 0,85 HUI2/3
IMaumentsr ¢ omuroaenaporauomoit (0,69; p < 0,01), repmuHorenHoi omyxonbio LIHC (0,64; p < 0,001)
u MB (0,73; p <0,001) umenu camble HU3KME NTOKA3aTEIH 310POBbsI 110 CPABHEHUIO CO 310POBOIA MOIYJISLIUEH
Patients with oligodendroglioma (0.69; p < 0.01), CNS germ cell tumor (0.64; p < 0.001) and MB (0.73; p < 0.001) had the lowest
health scores compared to the healthy population

0,53 0,95
0,72 — uepes 6 mec/ 0,98 — uepes 6 mec/
29 11,1 12,4 in 6 months in 6 months HUI3
0,74 — uepe3 | ron/ 0,96 — uepes 1 rox/
in I year in 1 year

CoMaTHUYeCKUil cTaTyc 3HAYMTEIbHO CHUXKaeTCs Y ieteii ¢ omyxonsimu LIHC B TeyeHMe mepBoro roja rmocijie mocTaHOBKU
MarHo3a, HO CO BpEMEHEM MMEET MECTO TeHICHIIMs K yydieHnto. [laiueHTsl nmesn Harboiee HU3KKeE MoKa3aTesn
MYJTBTHATPUOYTHBIX MHIEKCOB 3I0POBbSI ITO CPABHEHUIO C TPYITITON KOHTPOJIS
Somatic status significantly declines in children with CNS tumors during the first year after diagnosis, but tends to improve over time.
Patients had lower scores on multi-attribute health index compared to the control group

12,5 (menuars) 69,02 — camootuet/ 75,30 — cBepcTHUKM/peer
13 ’ e diﬂan) self-report 74,72 — npyrue ormyxonu,/ KINDL
63,62 — ponutenu/parents other tumors

Ponurenu nereit, nepexusuiux onyxonu HHC, kak npaBuiio, cooduiaioT o 601ee HU3KOM 3HaYeHUH 10 1IKajie 00LIEro
K2K'y cBOMX feTeii o CpaBHEHUIO ¢ POAUTENISIMU AeTell KOHTPOJIbHOM rpymmbl (p = 0,004)
Parents of CNS tumor survivors tended to report lower overall QOL scores in their children compared to parents of control children

(p =0.004)
81,7 — camooTtuet/self-
report PedsQL
62 4,9 (Meguaﬁa/ 11,9 (Me.zmaﬂa/ 77,2 — ponuren/parents Her
median) median) No
0,8 — cpennee/mean HUI3

0,91 — menuana/median
JleTH c OIyXOJIsIMU 3a/IHE YePETHOM SIMKHM B aHAMHE3¢ MOTYT UMeTh rmokasaresnn KK, aHatornaHele o01mieii momyssiuu.
HeobxoaumocThb B mocTostHHOM Koppekimu ruapouedanuu (p < 0,08) moxer cHukatb obuiee KK mo HUI3
Children with anamnesis of posterior fossa tumors may have QOL indicators similar to those in the general population. The need for
permanent hydrocephalus correction (p < 0.08) may reduce overall QOL according to HUI3

0,86/0,81
0,87/0,77 — uepe3 5 net/ Her
59 8,59 16,74 in 5 years No HUI2/3
0,79/0,69 — uepes 10 et/
in 10 years
YV naumeHToB uccieayeMoi KOropTbl OTMEYEHO MPOorpeccuBHOe cHUXeHue ooiero KoK
A progressive decline in overall QOL was observed in patients in the study cohort
65,02 — Mb/MB
34 MB/MB — 7,6 MbB/MB — 71,58 — oMbl HU3KOM 76,75 — obimast r[or[y_nﬂunﬂ/ KINDL-R
13,2 CTEIEeHU 3]I0KAYEeCTBEH- general population
Hoctu/low grade glioma

[Maunenter ¢ Mb umenu 6osee HU3KKMe 3HaUeHUs1 Tpu oLieHKe K2K 1o cpaBHEHUIO ¢ MaleHTaMy ¢ IITMOMaMyu HU3KOI
CTETeHU 3JI0KaYeCTBEHHOCTHU 1 001eit momysiueit (p < 0,05)
Patients with MB had lower scores in the QOL assessment compared to patients with low-grade gliomas and the general population (p < 0.05)
82 6,87 13,85 49,55 54,1 — cubmunru/siblings KIDSCREEN-27
[To cpaBHEHUIO ¢ OOIIIEH MoMyIsiKeit mauueHTsl, epeHecire 3HO rosoBHOro Mo3ra, UMeJIu CHIKeHUE (hU3MIeCcKOro,
rcuxosoruueckoro u obirero KX (p < 0,008) rmo cpaBHEHMIO ¢ CUOIMHTAMK

Compared with the general population, patients who had undergone brain cancer had a decrease in physical, psychological, and
overall QOL (p < 0.008) compared with siblings

64,38 — camooTuet/ 69,16 — cubnuuru/siblings
45 6,11 12,67 self-report 71,24 — npyrue ormyxonu,/ KINDL-R
74,84 — ponutenu/parents other tumors

Hetu ¢ 3HO ronoBHOro Mosra nMerot 6osiee Hu3koe K2K no cpaBHeHUI0 ¢ KOHTPOJIbHO rpymmoii (p = 0,012).
Ponutenu ormeuanu 6onee Huzkoe KXK'y nereit co 3HO ronoBHOTro Mo3ra, yeM y cuoiuHros (p = 0,014)
Children with brain cancer have a lower QOL compared to the control group (p = 0.012). Parents reported a lower QOL in children
with brain cancer than in siblings (p = 0.014)
OO611ast MOMYJISIIVS:
69,5 — My>XuuHbI/men General population: RAND-36
82,3 — XXeHIIMHBI/women 78,0 — My>XuUHbBI/men
93,6 — XeHILUHbI/women

60 8,5 >16

MykunHbI Habpaiu 6oee HU3Kue pesynbrathl 0o1ero KX (p < 0,05) mo cpaBHEHUIO ¢ KOHTPOJIBHOM IPYIIION, TOraa Kak
y xeHiuH cHikenne KXK orMedeHo ToibKo B oTHOMmEeHUN husndeckoro dhyHKimonuposanus (p < 0,001)
Men scored lower on overall QOL (p < 0.05) compared to the control group, whereas women showed a decrease in QOL only in
physical functioning (p < 0.001)

Note. MB — medulloblastoma.
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cTuku. s cpaBHeHMS Pe3yabraToB B 2 HE3aBUCUMBbIX
BbIOOpKax ucnonb3oBajicsa U-kputepuii ManHa—YUTHU.
CTaTUCTUYECKM 3HAYMMBIMU CUYMTAIA Pa3iuuusl IIpu
p <0,05. O630p auTepaTypsl mo npodieme KK maruen-
TOB, TIEpEHECIIMX OHKoJjiormyeckoe 3abdoneBanue IHHC
B IETCKOM BO3pacTe, BBIIOJHEH C HCIOJb30BaHUEM
MEXIYHapOJHBIX U poccuiickux 0a3 maHHbIX — PubMed,
ClinicalKey nu eLIBRARY.

PesyabraTsl

OO011lee YMCIIO BKJIIOUEHHBIX B MCCJIEJAOBaHUE IallM-
eHToB cocTaBuiio 76: 51 (67,1 %) manwuuk u 25 (32,9 %)
neBouek. CpeaHuit Bo3pacT/MeauaHa Bo3pacTa HA MOMEHT
MPOBENICHUSI MPOTUBOOIYXOJEBOM Tepalmuyu U B IIEPU-
Ol aHKETUPOBAaHUsI B MCCIIEAyeMOi KOropTe COCTaBUJIU
4,7/12,6 rona u 5,3/11,7 roga cooTBeTCTBeHHO. MeauaHa
HaOJII0IEHUS MTOCJIe 3aBEPIICHMS CIIeII(UIECKOro jeue-
HUs Ui Bceil Koropthl coctaBmia 6,4 roga. OCHOBHBIE
XapaKTepUCTUKHU MALIMEHTOB, BKJIIIOUEHHBIX B MCCJIEIOBA-
HUe, TpeACTaBJIeHbI B Ta0I. 2.

W3 Tabi. 2 BUIHO, YTO B MCCIIEIyeMOI KOropTe JOMM-
HUpOBaIu ManueHTs ¢ Mb, ipu aTOM O0J1iee yeM y ToJ1o-
BUHBI UMEJIX MECTO PELMAMBEI 3a0oneBaHus. B gebiote
6ojie3Hu B 46 % ciayvaeB ObUla AMArHOCTUPOBaHA MeTa-
craTudeckas craavs. BceM manpeHTaMm B IIEpBOil TMHUU
Tepaluy BBIITOJHSUIMCH OINEPAaTUBHOE BMEIIATEILCTBO,
XT (c BxmouenueMm BAXT y 25 %), a Takke JIT (KCO —
90,8 %).

CpenHee BpeMsi, 3aTpauyeHHOE PECIIOHACHTAMU Ha
3arnoJiHeHue npokcu-onpocHuka HUI, coorBeTcTBOBaNO
8,0 = 3,0 MUH, YTO MMOJYEPKUBAET MPOCTOTY €r0 UCIIOIb-
30BaHUsI. YPOBHM COCTaBJISIOIIMX, XapaKTepU3YIOLIue
cTeneHr (QYHKLIMOHAIBHBIX HApPYILICHUI y BCEX IalM-
€HTOB (OT OTCYTCTBMSI HApYLIECHMII IO TSKEJIOM CTeme-
HH), TIpeAcTaBieHbl B Ta0a. 3. OTHOCUTEIbHAS YacToTa
CHIDKEHMST YPOBHEM cocTaBsoImmx 3m0poBbs mo HUI2
u HUI3 nmocturna 47 % wu 53 %, cOOTBETCTBYS JIETKOM
(66 % 1 62 % cooTBeTCTBEHHO), yMepeHHo (27 % u 26 %
COOTBETCTBEHHO) U Tsikenoi (7 % u 12 % cooTBEeTCTBEH-
HO) CTemneHsIM HapylleHuil. B HauOombIneit creneHu
(byHKLIMOHAJIbHBIE HApYILICHUS 300pOBbsl 3aTparuBajiu
takue cocTaisiionye KXK, Kak KOrTHUTUBHBIE CIIOCOOHO-
CTHU, SMOLIMM, OLLYIIIEHUE U TTOJBUXHOCTb.

YPOBHU COCTaBJISIIOIIMX 310POBbs, IIPeOOPa30BaHHBIC
B OJHO- U MHOIOAaTPUOYTHbIEC YTUIUTAPHBIE MHACKCHI 110
HUI2 u HUI3, npencraBinensl B Tada. 4. OgHoaTpuodyT-
Hble MHAEKCHI BapbupyioT oT 0,65 mo 1,00, yaimie Bcero
OTMEUaJIOCh HapylleHue B II0Ka3aTesle «KOIHUTUBHbIE
criocobHocT». [lapameTp «olIylIeHne» JeEMOHCTPUPYET
caMblif HU3KMIT OTHOATPUOYTHBIN MOKa3aTeIb CPeIu BCex
COCTaBJISIIOLIUX 310pOBbs. CpelHre MYJIbTUATPUOYTHbBIE
nHaexkcbl KXK mo HUI2 u HUI3 y Beeit KoropThl maimeH-
ToB cocTaBisioT 0,76 u 0,60 COOTBETCTBEHHO, YTO T'OBO-
PUT O HAJIMYMU YMEPEHHBIX U TSDKEJIbIX HAPYIICHUIA.
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Tabmuma 2. Kaunuueckas xapakmepucmuka nayueHmos uccaedyemoil
Koeopmol (n = 76)

Table 2. Clinical characteristics of the cohort study (n = 76)

ITapameTp 3navenne, n (%)
Characteristics Result, n (%)

Bceeo/Total 76 (100)
Tox:
Sex:
MYyKCKOi1/male 52 (68,4)
KeHCKUil/female 25(32,6)
Bospact Ha MOMEHT ITOCTAHOBKM JIMarHo3a, TOIbl:
Age at diagnosis, years:
cpenHuit (Meauana)/mean (median) 12,6 (11,7)
0-3 32 (42,1)
4-9 37 (48,7)
10—18 7(9,2)
Bo3spact Ha MOMEHT MCCIIeIOBAHUSI, TOMIBI:
Age at the time of study, years:
cpenHuit (Menuana)/mean (median) 4,7 (5,3)
4-9 25(32,9)
10—18 38 (50,0)
18-23 13 (17,1)
Turn 3aboneBaHMs:
Type of disease:
TepBUYHOE/ primary 26 (34,2)
peuunus/relapse 50 (65,8)
Turm onyxosu:
Type of tumor:
MB/MB 71(93,4)
ATPO/ATRT 5(6,6)
TIpoTOKOJI JIeYeHUs B [IEPBOiA IMHUU:
Treatment protocol in first line:
HIT MED 2014 (2017) 51 (67,1)
HIT 2000 (2008) 9(11,8)
M-2000 1(1,3)
SIMB 2(2,6)
MUV ATRT 5(6,6)
HET IaHHbBIX/No data 8 (10,5)
OO6beM Orepari HA MOMEHT TIEPBUYHOTO JICYCHMST:
Surgery at initial treatment:
R+ 31 (50,0)
RO 45 (50,0)
Metacratuyeckas craaust (M+):
Metastatic disease (M+):
na/yes 34 (44,7)
HET/no 42(55,2)
[Mpumenenue JIT:
Radiotherapy:
KCO 8 nepoit iuauu/ CSI in first line 46 (60,5)
KCO Bo Bropoii iunuu/CSI in second line 23(30,2)
nokainbHast JIT/local RT 2(2,6)
6e3JIT/no RT 5(6,6)
IMpumenenue BAXT:
HDCT:
B IEPBOIi JiuHuu/in first line 12 (15,8)
BO BTOpOI1 TuHUM/in second line 7(9,2)
6e3 BAXT/no HDCT 61 (80,2)

|
IIpumevanne. RO — noanas pesexyus; R+ — naauuue ocmamounoi onyxoau; KCO —
KparuochunanvHoe ooayyerue; BJXT — ebicokodosnas xumuomepanus.

Note. RO — complete resection; R+ — presence of residual tumor;, ATRT — atypical
teratoid rhabdoid tumor; CSI — craniospinal irradiation; HDCT — high-dose
chemotherapy; RT — radiotherapy.
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Ta6mma 3. Yposnu gyynicyuonansusix napywenuii 30oposvs no HUI2 u HUI3 ¢ uccaedyemoii koeopme (n = 76)
Table 3. Levels of functional health disability of HUI2 and HUI3 systems in study cohort (n = 76)

Cocrasisiomas

Attribute

OwyuieHue
Sensation
[NopBrXHOCTH
Mobility
KorHutuBHbIe CIOCOOHOCTH
Cognition
CamMo00CTy>KMBaHKE
Self-care

DOMmouuun

Emotion

Bonb

Pain

3peHue
Vision
Cryx
Hearing
Peun
Speech

KorHuruBHbIE CIIOCOOHOCTH
Cognition

CrocoOHOCTb MEPeaBUTaThCS
Ambulation

Menkas MmoTopuka

Dexterity

DMmouuun

Emotion

boib

Pain

Her
No

38 (50,0)
38 (50,0)
24 (31,5)
46 (60,5)
36 (47,3)

51(67,1)

Her
No

45(59,2)
71 (93,4)

61(80,2)

Her
No

24 (31,5)

Her
No

38 (50,0)
40 (52,6)
28 (36,8)

47 (61,8)

Jlerkuii
Mild

18 (23,6)
26 (34,2)
43(56,5)
19 (25,0)
23 (30,2)

18 (23,6)

Jlerkuit
Mild

24 (31,5)
0

2(2,6)

3(3,9)

Jlerkuit
Mild

26 (34,2)
26 (34,2)
40 (52,6)

23(30,2)

BEHb
Level

HUI12, n (%)
‘YmepeHHblit Tskenbrii
Median Severe
15 (19,7) 5(6,5)
10 (13,1) 2(2,6)
8 (10,5) 1(1,3)
5(6,5) 6(7,8)
16 (21,0) 1(1,3)
79,2) 0
HUI3, n (%)
‘YmepeHnbiit
Median

3(3,9) 0

339 2(2,6)
9(11,8) 0

‘YmepeHnnbilii
Median
12 (15,7) 26 (34,2)
‘YmepeHHblit

Median

6(7,8) 4(5,3)

4(5,2) 3(3.9)
8(10,5) 0

6(7,8) 0
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e e e JL e e s ]

Henpumennmo
Not applicable
0 _
0 _
0 _
TsKeblii
Severe
3(3,9) 1(1,3)
0 0
4(5,2) -
TsKenblii
Severe
10 (13,1) 1(1,3)
Taxkenbrit
Severe
0 2(2,6)
2(2,6) 1(1,3)
0 _
0 _

OpuruHanbHble uceneposanua // Original studies
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Ta6mna 4. O6wue pesysvmamot 00HO- u MHO20OamMmpudymuwix undexcoe HUI2 u HUI3

Table 4. General results of single- and multi-attribute indices HUI2 and HUI3

Cocrapasomas Cpeanee 3HaueHHe T CTAHIAPTHOE OTKIOHEHHE Menuana (MeKKBAPTHIbHBIN TUANA30H)
Attribute Mean = standard deviation Median (interquartile range)

Mynbsruarpuodyr HUI2

Multi-attribute HUI2 0,76 £0,20
ouymeHme 0,83 £ 0,20
sensation
MOJBVKHOCTD "
mobility 0,90 £0,15
KOTHUTHBHBIE CITIOCOOHOCTH 0,87 40,14
cognition
CcaMoO00CTyXKUBaHUE 0,85 + 0,27
self-care
SMOLMK 0,86 £ 0,16
emotion
60J.'IL 0,96 £ 0,07
pain

Mynbsruatpudyr HUI3

Multi-attribute HUI3 0,60%0,31
3penne 0,93%0,16
vision
Gy 0,97 £ 0,09
hearing
D05 0,90 £ 0,24
speech
KOTHHUTHBHbIE CIIOCOOHOCTH 0,77 + 0,24
cognition
CHOCOG]-.IOCTI) MepeBUTaThCS 0,85+ 0,21
ambulation
MeJKasi MOTOpUKa 4
dexterity 0.88£0,19
SMoLMH 0,92 + 0,07
emotion
6og1b 0,95+ 0,66
pain

0,80 (0,66—0,92)
0,93 (0,65—1,00)
0,96 (0,92—1,00)
0,86 (0,86—1,00)
1,00 (0,85—1,00)
0,86 (0,86—1,00)
1,00 (0,95—1,00)
0,62 (0,45-0,91)
1,00 (0,95—1,00)
1,00 (0,97—1,00)
1,00 (0,90—1,00)
0,86 (0,70—1,00)
0,91 (0,83—1,00)
1,00 (0,88—1,00)
0,91 (0,91—1,00)

1,00 (0,92—1,00)

Bnausinue 6pemMeHu 00Jie3HU (TUCTOJIOTUUYECKUI THUIT
OITyXOJIM, CTaIusI U TUIT 3a00JIeBaHUsT, 00bEM XUPYPTrUYe-
ckoro yeueHust, JIT, XT) Ha mokazaTeau COCTaBISIIOLINX
3II0POBbSI B UCCIIEAYEMOI KOTOPTe MTPOAEMOHCTPUPOBAHbI
BTa01. Su 6. BTabi. SorMe4eHO CTaTUCTUYECKY 3HAYMOE
BIMsIHUE THUIa 3a00JieBaHUs Ha KOTHUTUBHOE pa3BUTHUE
U sMouMHu. Tak, y mepBUYHBIX MAlMEHTOB HAOIIOAAI0TCS
0oJiee BBICOKHME ITOKA3aTeJIU 110 YPOBHSIM KOTHUTHUBHOI'O
Pa3BUTUS U SMOLIMOHATBHOI cepbl B CPABHEHUU C TPYIT-
MOl MauMeHTOB ¢ peuuauBamu 3adoseBaHus (p = 0,03
u p = 0,002 coorBercTBeHHO). Hanuuume mertacratu-
YECKOM CTamuM MMEJIO HEraTUBHOE BJIMSIHME Ha TaKue
cocTaBJisgIolMe, Kak moaBrxkHocTh (p = 0,002), camoo06-
cayxuBanue (p = 0,005), cmocoOHOCTh TepeaBUraThCs
(p =0,002), menkas motopuka (p = 0,01), mo cpaBHEHUIO
C alMEeHTaMM C JIOKAJIbHBIMM CTanusiMu 60sie3HU. Takoke
HaMHu OTMEYEHO, YTO JIJIsl alueHToB ¢ Mb xapakTepHbl
0oJiee BBICOKME IIOKA3aTelu OJHOATPUOYTHBIX WHIEK-
COB 3JIOPOBbSI 110 TaKMM ITapaMeTpaM, KakK OIIyIlIeHue
(p = 0,006), xkoruuTuBHBIe criocooHocTu (p = 0,006),
camoobcayxuBaHue (p = 0,01) u peub (p < 0,001), o
CpaBHEHMUIO ¢ rpyrmnoil nauueHTos ¢ ATPO.

B 1abi. 6 mpeacTaBiieHbl pe3yJbTaThl OLIEHKU BIIUSI-
HUSI MPOTUBOOMYXOJieBoil Tepanuu (BKiarouyeHue BIXT,
oobeM JIT u onepauun) Ha coctapisiomue KXK. Hamu
HE BBISIBJICHO CYIIECTBEHHBIX pa3Inyuii HU B OJHON M3

COCTABJISIIOIIMX 3I0POBbsl B 3aBUCUMOCTM OT OObeMa
pe3eKIIMM Ha MOMEHT IIEPBUYHOIO JICUEHMS] U IIpUMe-
HeHus BJIXT B mepBoii WIM BTOPOM JUHMSIX Teparnuu
(p > 0,05). Onnako mpumeHeHue JIT B oobeMe KCO
MOKa3bIBaeT IOCTOBEPHOE CHMKEHUE KOTHUTUBHOTO CTa-
tyca (p = 0,04) B cpaBHEHMU C KOTOPTOM, HE MOJYyYMBIIUX
KCO B cBs3u ¢ npuMmeHeHueM JokaabHol JIT uiu orcyT-
crBuem JIT B mporpamme jgedyeHusl.

Oo0cyxaeHue

OmHUM 13 BaXKHBIX HaIPaBJIeHMI B OKa3aHUW ITOMOIIIN
JETSIM C OHKOJIOTMYECKMMM 3a00JIeBaHUSIMU, B YACTHOCTH
¢ HoBooOpazoBaHusmu ILHHC, gBnsercss onTumusaLus
K2K. TskecTh OCHOBHOTO 3a00JIeBaHUS 1 aCCOLIMMPOBAH-
HbIE C JICYCHUEM OCJIOKHEHUST UMEIOT 3HAYMMOE BIIUSHIE
Ha (PYHKIMOHAJbHBIE BO3MOXHOCTH TAlMEHTOB IIOCIIEe
OKOHYaHMSI IIPOTMBOOITYXOJIEBOi Tepanuu. B Haiem
MCCJIEIOBAHUN Mbl OLIEHWIM II0Ka3aTelu OTHCJIbHBIX
COCTaBJISIIOIIMX 310poBbst M obmiero K2K maimeHTOB
C aHaMHE30M TIPOTUBOOITYXOJIEBOW TepaIlMu 1O ITOBOIY
MB unu ATPO, a Takke (pakTopbl pucka UX CHUXKEHMUS
C TIOCJICAYIOIIMM COITOCTaBJICHUEM TOJYYEeHHBIX JTaHHBIX
¢ pe3yJIbTaTaMyu MEXXIyHapOIHBIX MCCIIeTOBAHMIA.

Hns ananuza K2K Hamu ObLIM BbIOpaHbI OMPOCHUKU
HUI2 u HUI3, KoTopble UMEIOT IMPOKYIO U3YYEeHHOCTh
110 BCEMY MUY U SIBJISIIOTCSI OMHUMU M3 HauboJjiee Mo -
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Ta6muma 5. Ouenka 00no- u mnocoampudymuuix unoexcoe HUI2 u HUI3 u cpasnenue 3nauenuil 6 3a8Ucumocmu 0m ucmonocuuecko2o muna onyxoau, 8uoa
u cmaduu 3a001e6anus (cpednee 3Havenue * cmanoapmuoe OmKAOHeHue)

Table 5. Evaluation of the utility of single- and multi-attribute indices HUI2 and HUI3 depending on the histology of tumor, type and stage of the disease
(mean = standard deviation)

Tun omyxosm Buz 3a001eBanns Cranug 3a00/1eBaHus
Type of tumor Type of disease Stage of disease
MB ATPO nepeuuroe penuauB

Cocrasisiomas
Attribute

MB
HUI2
Uity 0,85+0,22 0,53+0,50 0,006 0,83+028 0,83+025 0,55 0,79+0,28 0,86+0,23 0,28
Sensation
E[‘O’gi‘j?;’““’m’ 0,90+£0,14 083+0,28 032 0,94+0,10 0,88+0,17 0,20 0,84+0,20 0,95+0,08 0,002
EOFH.“.T“B“"W COCOGHOCTH () gg4 009 0,70+ 0,41 0,006 0,89+0,12 086+0,15 0,19 0,84+0,18 0,89+0,10 0,195
ognition
CamooDeIyXIBAHIG 0,85+£0,24 057+0,52 0,01 0,85+031 0,85+031 0,57 0,75+0,34 0093+0,17 0,005
Self-care
2““’9““ 0,86+0,16 084+0,21 072 0,82+020 0,88+020 0,66 085+0,16 087+0,16 0,53
motion
f,g;" 0,96+0,07 099+0,02 042 097+0,06 0,96+0,06 0,22 0,96+0,07 0,96+0,07 0,91
Cleies LOX 0,7740,18 0,61+034) 0,07 0764020 076+020 0098 0,71+0,23 080+0,16 0,06
General QOL
HUI3
3peHue
v . 0,94+0,15 081+0,26 008 0,93+0,14 0,93+0,18 0,66 090+0,22 096+0,10 0,11
L 0,97+£0,19 099+0,02 056 0,98+0,10 0,97+0,09 0,52 096+0,11 0098+0,09 0,57
Hearing
g;::ch 0,93+0,19 0,53+0,50 <0,001 0,90+027 0,90+0,22 0,53 088+0,25 091+023 0,60
g"”*.”.T”B“”‘e CMOCOGHOCTH 704 021 0,64+046 021 0814028 075+021 003 0734025 0814022 0,16
ognition
CnocOGHOCTD MEPEABUIATECS () g6 4 () 19 (734041 0,18 091+0,10 0824024 0,18 0,77+0,28 0,92+0,09 0,002
Ambulation
e YOG 0,90+£0,17 0,72+0,41 005 0,93+0,12 0,86+022 0,06 0,82+0,27 093+0,08 0,01
Dexterity
ERTIIL + + + +0,06 + +
o 0,92+0,07 0098+0,04 0,09 094+0,09 0,91+0,06 0,002 0,92+0,08 0,92+0,07 0,72
f,;’gl" 0,95+0,06 098+0,03 036 0,97+005 0,95+007 0,13 096+0,06 0095+0,07 0,53
Clemes (O 0,62£029 0,41+046 015 067031 057030 017 0534006 0,67+003 0,05
General QOL

TIpumeuanne. 3nech U B Tad1. 6: MO — nememacmamuueckas cmadus; M+ — memacmamuueckas cmadus.

Note. Here and in table 6: M0 — non-metastatic stage; M+ — metastatic stage.

XOISIINX, JOCTYITHBIX U aKTyaJbHBIX MHCTPYMEHTOB UISI
NPUMEHEHUS B IEAMATPUIECKOM OHKOJIOTMYECKOM IIpaK-
THKE Ha OCHOBAaHUM aHAIM3a MaHHBIX MEXIYHapOTHBIX
ncciaenoBanuii [38—41, 44—48], mo3Boisisg OLIEHUBATh
K2 xak Ha 3Tame IpOTHMBOOITYXOJIEBOIl Tepamuu, TaK
U TIOCJIE e 3aBepIIeHMS, a Takke cpaBHUBaTh KOK marm-
eHToB ¢ KK o6iieit momysium [39].

CHUXeHMe MyIbTUaTpUOYTHBIX ITOKa3aTeseii 3M0POBbs
no HUI2 n HUI3 y natimeHToB, IepeHeCIIX IMPOTUBOOITY -
X0J1eBYIO Teparnuio 1o mosogy Mb u ATPO (£ 0,80 u 0,62
COOTBETCTBEHHO) 1 BKIIIOUYCHHBIX B TAHHOE MCCIICIOBAaHME,
COOTBETCTBYET B OOJIBINEH CTEIIEHN YMEPEHHBIM Hapylie-
HUSIM COCTOSTHUS 30pOBbs. [loTydeHHBIe TaHHBIC B 1IEJIOM
COITOCTaBUMBI C pe3yJbraTaMU APYTUX UCCICIOBAaHUM, HO
UX MOAPOOHBIN aHAIU3 CBUAETEILCTBYET 00 MMeEIoIeics
MPOTUBOPEUNBOCTM OTMEUaeMbIX 3aKOHOMepHocTeir [13,
27, 35, 36]. OcHoBHBIE (hakTOpbl pricka cHkeHus KK
MMaIIMeHTOB, TiepeHecInuX orryxoiib LIHC B meTckoM Bo3pac-
Te, 10 KOHIIa He OIpenesIeHbl. TeM He MeHee eCTh TaHHbIE,

CBUIICTC/IHCTBYIOIINE O HETAaTUBHOM BIVSIHUM Ha MCXOIbI
0oJiee MJIAIIIEro Bo3pacTa Ha MOMEHT ITOCTAaHOBKU Jya-
THO3a, OpeMeHU 0oJIe3HU (BapMaHT UM JIOKAIM3ALMS OITy-
XO0JIM, CTagusl 3a0ojeBaHMUsI, OOBEM IIPOTUBOOITYXOJIEBOI
Teparum), a TAKKe HU3KOTO COLIMAIbHO-3KOHOMUYIECKOTO
craryca cembu [27, 30, 37, 38, 44]. I1pu aHanu3e TaKOBBIX
B HaIlleli KOTOpTEe BBISIBICHO CTAaTHUCTMYECKU 3HAYMMOE
OTpUIIATEJIbHOE BIMSHUE THCTOJOTMYECKOTO BapHaHTa
omryxom (ATPO), dasbr (perunus), ctamum (MeTacTaTH-
yeckasi) 3aboieBaHusI 1 00beMa rposeneHHoi JIT (KCO).
CienyeT OTMETUTD, YTO BIIMSIHME BBIIICIICPSUNCICHHBIX
(aKTOPOB UMEJIO MECTO B OTHOIIICHUH Pa3IMYHBIX COCTaB-
JISTIOIIUX 3I0POBbSI M B OOJBIIMHCTBE CBOEM KacalocCh
KOTHUTUBHBIX CITOCOOHOCTEM, peun, CaMOOOCTyKMBaHMUS,
SMOLMOHAIBLHOMN U ABUTATEIHLHOM C(PEephI.

OOBsICHEeHNEM TOJIyYeHHBIX HaMU JAHHBIX O MeEHee
onaronpugatHeix ucxogax misg KX y mammentos ¢ ATPO
MO CpaBHEHMIO ¢ ManuMeHTamMyu ¢ Mb MoOXeT SBIsTbCs
HaJIM9Me BCEX paHee IepeYrCIeHHBIX (paKTOPOB pHCKa
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Tabmima 6. Cpagnumenvhas oyeHKa YMUAumMapHuix 00Ho- u muocoampuoymuvix unoekcoe HUI2 u HUI3 6 3asucumocmu om obsema npogedeHHOll
npomueoonyxonegoil mepanuu (cpednee 3Havenue = cmandapmuoe OmKAOHeHUe)

Table 6. Evaluation of the utility of single- and multi-attribute indices HUI2 and HUI3 depending on the anticancer therapy (mean * standard deviation)

O0BbeM pe3eKil Ha MOMEHT
MePBUYHOTO JICYEHHSI
Extent of resection at the moment
of primary treatment

pit:| HET it} HeT
+
“

ITpumenenne BIXT B nepBoii
¥ BTOPO# JIMHUSAX TePAHI
HDCT in first and second line therapy

IIpumenenne JIT B 066eme KCO*
Radiotherapy usage (CSI)*

Cocrasisionas
Attribute

HUI2
gmy”{eﬂ“e 0,83+025 083+026 0,99 0,84+0,22 0,72+0,40 0,20 0,83+0,24 0,83+0,26 0,61
ensation
Eﬁggﬁ‘;"“om’ 0,86+0,19 092+0,11 0,10 0,89+0,12 0,96+0,07 0,47 0,87+0,18 091+0,14 0,36
g"”‘.”.T”B“"‘C CMOCOGHOCTH (654 (18 0,88+0,10 035 0,86+027 093+0,18 007 0,89+0,12 0,86+0,15 045
ognition
L ORE BRI 0,81+£0,33 088+0,22 028 0,85+027 0,83+032 0,65 085+0,31 085+0,31 0,92
Self-care
SR 0,88+0,16 085+0,16 033 0,86+0,15 0,84+0,16 0,74 090+0,14 085+0,16 0,27
Emotion
f,gg"’ 0,97+0,06 096+0,07 0556 096+0,07 0,97+0,09 0,27 0,97+0,05 0,96+0,07 0,81
Oommze (0 0,7640,22 0,77+0,18 0,88 0,60+0,34 067027 035 0,76+0,22 076+0,19 091
General QOL
HUI3
SEDELE 440,12 0,93+0,19 0,70 0,94+0,16 0,89+0,19 082 093+0,14 093+0,18 0,27
Vision 0,94+ 0, ,93£0,19 g 94 £0, ,89£0,19 g 9310, ,93£0, g
Cayx 0,98+008 096+0,11 045 098+0,10 092+0,05 0,36 098+0,08 0,95+0,13 0,42
Hearing
g;:;ch 0,90+026 089+022 08 091+0,20 0,83+0,41 0,5 0,95+0,13 0,98+0,08 0,84
g;;:igzg‘*“m CHOCOOHOCTH (754 )76 0784022 0,58 076+022 0,89+032 0,04 074+027 0,78+022 0,57
CnocoGHOCTE MEpeNBUraThesl () gy 4 (27 (88+0,15 0,10 0,84+021 092+0,19 047 0814025 086+0,19 0,37
Ambulation
ey MoTopiKa 0,85+0,25 091+0,13 0,15 0,88+0,20 0,94+0,18 0,37 0,85+0,26 0090+0,16 0,85
Dexterity
EHEIT 0,92+0,08 092+0,07 077 0,92+0,07 0,93+0,10 0,40 0092+0,08 0092+0,07 0,90
Emotion
f,;’;" 0,97+0,06 0096+007 048 095+0,06 095+0,07 042 0,96+0,05 0,95+0,06 0,48
Ozmigs LU 0,58+034 0,62+028 053 0,60+029 0,67+040 035 0574032 0,62+031 0,67
General QOL

I ———
I aHue. * — ¢ npu. m aokanvhoil JIT — 2, 6e3 npumenenus JIT — 5.

OpurunanbHble uccnepoBanus // Original studies

Note. * — patients with local RT — 2, without RT — 5.

y 2TOil KOTrOpThl, a UMEHHO — OoJjiee paHHMUI BO3pacT
Ha MOMEHT JMArHOCTUMKU 3a00jieBaHUs, OCOOCHHOCTU
JIOKaJIM3alMu OMyXOJdu U 0oJiee arpeCCUBHBIC MOIXOIbI
MMPOTHUBOOITYXOJIEBOTO JICUEHUsI C 00s13aTeJIbHBIM BKJIIO-
yeHuem JIT. JIutepaTypHble JaHHbIE MOATBEPXKIAIOT, YTO
WHTEHCUBHBIE noaxoabl B JedyeHuu ATPO y geteir maan-
1IIEro BO3pacTa MPUBOMAST K TOJITOCPOUYHBIM (PU3NUECKUM
U HEHPOTICUXOJOTMYECKUM OTIAJICHHBIM MOCIEICTBUSIM,
YTO B IOCJEAYIOIIEM MOXeT cKa3biBaTbes Ha K2K u mpo-
Oiemax colaau3aluy y Takux neteit [49].

BoisiBIeHHBII HeraTUBHBIN 3(DdEKT MeTacTaTUYeCKOM
craguu 00e3HM (JIETITOMEHMHTEaIbHOE pacipocTpaHe-
HUE) Ha IBUTATEIbHYI0 aKTUBHOCTh MOHSITEH U OOBSICHSI-
€TCsI HETIOCPEACTBEHHBIM OOBEMHBIM BO3IEHCTBUEM OITY-
xosm Ha LTHC, mpuBoAst K HEBPOJOTrNYeCKOMY Je(ULIUTY,
KOTOPBI B psifie CIydyaeB HE MMEeT 00OpaTHOTO Pa3BUTHSI.
I[Ipu 3TOM OCHOBHBIMM TIpOOJEMaMM OYIyT SIBISIThCS
TPYOHOCTA B CaMOOOCY>XMBAaHWHU, HEOOXOAUMOCTb

B MIOCTOPOHHEN MOMOIIM TIPU BBITIOJIHEHUU TTOBCEIHEB-
HBIX neiicTBuii. KpoMme TOoro, HecMOTpsl Ha OTCYTCTBUE
noaoOHOI 3aKOHOMEPHOCTHU B Hallleii KOropre, B Uccie-
noBanuu de Medeiros et al. mpogeMOHCTPHUPOBAHO BJIV-
SIHUE MeTacTaTUYEeCKON cTaauM Ha (yHKUIMOHATbHOE
COCTOSIHHE CJIyXa M CTENeHb BBIPAXXEHHOCTU XPOHU-
yeckoro OosieBoro cuHapoma [50]. CremyeT NMOMHUTB,
YTO U 00BEM Tepanuu IMpU METACTaTUYECKUX OITyXOJISIX
0oJiee MHTEHCHUBHBIM, YTO TaKXKe OYHeT SIBISIThCS BKJa-
JIOM B YXYyIIIIEHHWE TT0Ka3aTesieii KOTHUTUBHOTO Pa3BUTHUS
u ciyxa [51-53].

OTpuLAaTeIbHOTO BIUSHUSA O0ObeMa pe3eKIMU OIly-
xoau 1 XT Ha cocrassttonue KXK B Hariem uccienosa-
HUU HE BBISIBJICHO, YTO TakKXKe OTMEUYEHO B MyOJMKAIIUU
Kubhlthau et al. [36]. OnHako B inTepatype MpeacTaBIeHbI
JNaHHbIE, YTO TOTATbHOE yAaJCHME OIyXOJU M CHIDKeHHAS
MHTEeHCUBHOCTb XT sIBIsTIOTCS (hakTOopamMu OoJjiee Oyaro-
MPUSATHBIX KCX0m0B B oTHoweHun KK [26].
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JIT B oobemMe KCO uMena ctaTUCTUUECKM 3HAYMMOE
BIMSIHUE Ha CHMDKEHHE KOTHUTHUBHOIO pAa3BUTHUS IO
CpPaBHEHMIO C TMAIIMEHTaMU, Y KOTOPBIX ObLTa MpOBeIeHa
noxanbHas JIT uim takoBast He MPUMEHSJIACH, UTO HAIILIO
MMOATBEPXKIECHNE B paHee MPOBOAUMBIX MEXIYHAPOIHBIX
nccienoBanusx [36, 54—56]. OqHako UMEIOTCS U IMPOTH-
BOIIOJIOXKHBIE TaHHBIE, TaK, HaripuMep, Eaton et al. coo0-
LMK 00 OTCYTCTBUM TaKOBBIX Pa3IW4YUil B 3aBUCMOCTU
oT o0bema obsryueHust [57].

HMHTepecHO OTMETUTD, YTO BIUSIHUE PELIUAMBA U acCO-
LIMMPOBAHHOM C HUM TOBTOPHOM ITPOTHUBOOITYXOJIEBOU
Tepanuu ObLJI0 OTMEUYECHO JIMIITh Ha HEKOTOPBIE IOKa3aTeIn
K2K unccnemyemoit KoropTel, a UMEHHO Ha KOTHUTUBHOE
pa3BUTHE M SMOLMOHAJBHBINA CTAaTyC, B TO BpeMsl Kak
IJIST APYTUX COCTABJISIIOIIMX 3I0POBBSI CTaTUCTUYECKOM
3HAYMMOCTH BBISIBIIEHO He ObLI0. IloaydyeHHBIC naHHBbIC
MOTI'YT CBUIETEJILCTBOBATH O TOM, YTO OCHOBHON BKJIAM
B pa3BUTUE OTIAJCHHBIX BapHaHTOB KOMOPOMIHOCTHU
u cHmkeHus K2K Oymer mMmeTh MepBUYHO ITPOBOAMMAS
MMPOTUBOOIIYX0JIeBasi Tepalusl, KaK IpaBUIO, C BKIIOYE-
HueM xupyprudeckoro neuenus, JIT, B psnme ciiyuyaeB —
BAXT. OneHka MCTMHHOTO BKJIaja MPOTUBOPELUINB-
HOI Tepamuu Tpu pedpakTepHbIX U PELUANBUPYIOIIMX
dopmax 3aboseBanus B ncxonbl KK satpynHeHa BBUIY
OTCYTCTBMSI CTaHIAPTU3UPOBAHHBIX ITPOTOKOJIOB JICYCHUS
U KpaitHeil MaJIOUMCIEHHOCTU YKa3aHHOM KOropThl 00JIb-
HbIX [36]. JJocTymHbIe TUTEpaTypHbIE JaHHBIE BCE 3KE CBU -
JIETEIBCTBYIOT O BBICOKO3HAYMMOM HEraTUBHOM BIUSIHUU
noBropHoit JIT B pa3BuTHe TSKENbIX HEWPOKOTHUTHB-
HBIX OTIAJIEHHBIX MOCHeACTBUI [51], onpenensis xymaiiie
mokasatenu KoK [58, 59].

BapuaruBHocth mokazareneii KX B 3aBUcMMOCTH OT
BPEMEHHOTO (haKTOpa/CPOKOB OIICHKU TOCTIC 3aBEPIICHIS
cre(pUIecKoro JieYeHUs OIpeaesieT HeoOXOOUMOCTh
BBITIOJIHEHUS €€ TMHAMMUYECKOM OLICHKH Y TIAlIMEHTOB B pa3-
HbIe rieproabl >ku3HU. CorIacHO OOJIBIITMHCTBY MCCIIeI0BA-
HU, yaydiieHue rmokasareneit KK otmevaercs ¢ yBennue-
HHMEM MHTepBajia MOCe 3aBepIICHUS MPOTUBOOITYXOJEBOM
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Teparuu, YTo MOATBEPXKIAaeT 00paTUMOCTh OOJIbIIIEI YacTu
OCJIOXXKHEHUI M BBICOKUI1 peadUIUTAlOHHBIN IMOTEHIIA
y MalKMeHToB JIeTcKoro Bospacta [25, 51, 60]. Ilpu stom
Haubosblas crerneHb cHukeHus: KXK'y neteii ¢ omyxomsamu
LIHC otmeuaeTcst B TIepBbIii TOJ TTOC/IE TTOCTAHOBKU JIMa-
rHo3a [16], a cocTapisfolIei ¢ HU3KUM ITOTEHLIMAIOM BOC-
CTaHOBJICHUS SIBJISTIOTCSI KOTHUTHUBHBIC CIIOCOOHOCTH [29].

OuYeBUIHO, YTO HEOOXOAMMO TMPOBEICHUE daTbHEei-
IIMX MHOTOLIEHTPOBBIX MCCIIEAOBAHUI Ha OTHOPOMHBIX
KOropTax B pa3Hble BDEeMEHHBIE 3Tallbl JICUCHUS U B OTIa-
JICHHOM TIepHOJIe TIOCTIe ero 3aBePIICHUS ¢ BKIIOYCHUEM
OOJIBIIIETO YHCJIA IallMeHTOB [UIS1 TTOJYYEHMS HOBBIX
BAIMIHBIX JAHHBIX O (haKTOpax pHCKa, BIUSIONINX Ha
ucxonsl nedeHus 3HO IIHC B acmekrax BO3MOXHOI
MoIM(pUKALINY Teparuy 1 pa3paboTKU ITporpaMm peadu-
JINTAIIMOHHBIX MEPOTIPUSTHUIA.

3akiroyenne

Onenka K2K manuenToB ¢ mcrnonbs3oBanuem HUI2
n HUI3 gaBnsieTcst mpocThIM M JOCTYITHBIM METOAOM JIJIst
PYTUHHOTO TIPUMEHEHUS B KIMHUYECKON IIpaKTHUKE.
B Hamrem uccrnenoBaHuu 6ojiee Hu3kue mokasarean KoK
ObUTM OoTMedeHBbl y TanueHToB ¢ ATPO, nmpu 3ToM Hau-
0oJiee 3HAUMMBIMU HETaTUBHBIMU (paKTOpaMu IPOrHO3a
B OTHOIICHUM psia COCTaBISIONIMX 3H0POBbS SIBIISI-
JIUCh PELUIMB 3a00JIeBaHUSI, MeTacTaTU4yecKas CTaaus
u nipoBeneHue JIT B oobeMe KCO. Haubonee ys3BuMoit
COCTAaBJISIIONIEH 300POBbS B UCCIEAYEMOIM KOIOPTE SIBJISI-
JIUCh KOTHUTUBHBIC CIIOCOOHOCTU. YYUTBhIBas Majo-
YUCIEHHOCTb BBIOOPKHU, HENIb3s TOBOPUTH O BBICOKOM
CTEIeH! 3HAYMMOCTH TOJIyYCHHBIX PE3yJIbTaTOB, TEM HE
MeHee TaKOBbIE COBITaJAIOT ¢ MEXKIYHapOIHBIMU JIUTEPa-
TYPHBIMU JaHHBIMU. ClIeayeT TakKXKe OTMETUTD, YTO aHKe-
TUPOBAaHUE aeT OILIEHKY COCTOSIHUS 3M0POBbS MaIleHTOB
B KOHKPETHBII BPEMEHHOM IIEPUOI U MOXKET 3HAYUTEIb-
HO MEHSTBCS MO Mepe B3POCICeHHUS TallMeHTa Ha (oHe
MHOTOYHMCEHHBIX (DaKTOPOB, TEM CaMbIM OIIPEICIsIs
HEO0OXOAMMOCTh TMHAMUYECKOTO MOHUTOPHHTA.

OpuruHanbHble uccneposanus // Original studies
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Xupypeuueckoe neuenue onyxoaeil yeumpanvHoii Heperoti cucmemvt (IIHC) y demeii npedcmaensem codoii CA0ICHYI0 MEOUKO-COUYUANbHYIO
npobaemy, C8sA3aHHYI0 He MOAbKO ¢ OMHOCUMEAbHO HU3KOLU pAChPOCMPAHEHHOCMbI0 OGHHOU NAMOA02ULU 8 NedUampu1ecKoli npaKkmuke, Ho
U €O 3HaUUMENbHOU eemepoceHHOCMbI0 3a00ae8anuil, 00YCA06AeHHOU 8apuadesbHOCMbl0 803DACMA NAUUEHMO8, O0COOeHHOCAMU
AOKANU3AUUYU U 2UCIMOMONEKYAAPHOR0 eeHe3a onyxoau. Hecmomps na smu crodxcrnocmu, nocaednue decsmunemus 0eMOHCMPUPYIOM
npoepecc 6 aewenuu u obuell evixucusaemocmu demeii ¢ onyxoasmu L[HC, umo ceésnzano c¢ eHedpenuem 6 KAUHUHECKYIO NPAKMUKY
MYAbMUOUCUUNAUHAPHO20 ~ NePCOHUPUUUPOBAHHO20 N00X00a, OCHOBAHHO20 HA COBPEMEHHbIX Mepanesmu4eckKux NnpomoKoaax,
006e0UHAIOUUX YCUAUS CHeUUANUCIO8 PA3AUYHORO NPOPUAS.

Ocoboe 3Hauenue 6 YayuuleHUU HeUPOOHKOAO02UYECKOL HOMOWU Npuobpeno @HeopeHue Memooo8 MOACKYAAPHO-2eHeMU1eckKo2o
npoghuauposanus onyxoaeii, 4mo cmano0 HeOMseMACMbIM CIAHOAPMOM OUASHOCMUKU, NO360AAIOWUM He MOAbKO YCMAHO8UMb OUA2HO3,
NPO2HO3, HO U 8blOPAMb CMpamezuio Ae4eHusl, Onpedeaums MulleHu 015 mapeemHoli mepanuu.

Mbr npedcmasasem ananuz xupypeuueckux emeuwiamenvcms y demeii ¢ onyxoaamu I[HC ¢ muoeonpoguavnom cmayuonape Mockeubl.
Mexcoucyunaunaproe 3aumodeiicmaue HelipoXupypeos, OHK0A0208, He8POA0208, PEHM2EH0N0208, NAMO0A0208, MOACKYASIPHbIX 2eHEMUKO08,
a maksice Opyeux CMeNCHbIX CNeUUaIUCmOo8 uepaem KAueayr pob 8 00CMUNCEHUU ONMUMANbHBIX Pe3YAbMAMOoE NeYeHuUs U YAYHueHuU
Kavecmea JHcusHu NayUueHmos.

B uccaedosanue exarouenvr 417 demeii, Komopvim 0biLA0 8bINOAHEHO XUPYpeUHECKOe Meuamenbcmeo no nosody onyxoau L[HC na 6aze
I'bY3 «Mopozosckas JAT'KDb JI3M». [Ipoanasusuposansvi obsem pezekyuu onyxoau 6 coomeemcmeuu ¢ kaaccugurkayueii Gnekow,
AUKBOPOULYHMUDYIOWUE ONePayuU, OCAOJCHEHUS, a MAaKyice AOKAAU3AUUS ONYXOAU, ee SUCHOMOAEKYASPHble 6apuanmol, o00uas
BbIICUBACMOCY U CMEPMHOCIb 8 OAHHOU K02OpMe OONbHbIX.
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Pediatric neurosurgical management of central nervous system tumors. A multidisciplinary hospital experience
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Surgical treatment of central nervous system (CNS) tumors in children presents a complex medical and social challenge, driven not only
by the relatively low prevalence of this pathology in pediatric practice but also by the significant heterogeneity of the disease, owing to the
variability of patient age, tumor location, and histopathological structure. Despite these challenges, recent decades have seen progress in
improving overall survival in children with CNS tumors, driven by the introduction of a multidisciplinary, personalized approach into clinical
practice, based on modern therapeutic protocols and integrating the efforts of specialists from various fields.

The introduction of molecular genetic tumor profiling methods has become particularly important in improving neuro-oncological care.
The introduction of histological and molecular characteristics has become an integral diagnostic standard, allowing not only to establish
a diagnosis, prognosis, and treatment strategy, but also to identify targets for targeted therapy.

We present an analysis of surgical interventions in children with CNS tumors at a multidisciplinary hospital in Moscow. Interdisciplinary
collaboration among neurosurgeons, oncologists, neurologists, radiologists, pathologists, and other related specialists plays a key role in
achieving optimal treatment outcomes and improving patients’ quality of life.

The study included 417 children who underwent surgery for CNS tumors at the Morozov Children’s City Clinical Hospital of the Department
of Health of Moscow. The analysis included tumor resection volumes according to the Gnekow classification, CSF shunt procedures,
complications, tumor location, histomolecular variants, overall survival, and mortality in this cohort of patients.

Key words: brain tumors, neurosurgery, children, pediatric tumors, incidence, brain gliomas, medulloblastoma, ependymoma, tumor
resection
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AxmyaavHocmo

IlepBuyHbIE OIMyXONM LIEHTPAJIbHOI HEPBHON CHUCTE-
Mbl (LTHC) 3aHMMAaoT BTOpOe MECTO B CTPYKTYpE OHKO-
JIOTUYECKOIl  3a00JIeBA€MOCTM  TALIMEHTOB  JIETCKOIO
BO3pacTa, ycTymas Jjeiko3aMm, U coctaBisior 16—20 %
o011Iero ymMciaa 370KauyeCTBEHHBIX HOBOOOpPa30BaHUIA
y nereit. Onyxonu LIHC gBnsitoTcst Beayiieit mpuyuHoOM
CMEPTHOCTH OT OHKOJIOTMYECKUX 3a00JieBaHUI y AeTeit
[1—4]. 3aboneBaeMocTb cocTaBisieT oT 1,4 1o 5,5 ciyyaeB
Ha 100 000 geTckoro HaceneHwus [5, 6]. Exeronno B Poc-
cun peructpupyior okojio 1000—1200 HOBBIX ciay4yaeB
OITyXO0JIeli TOJIOBHOTO Mo3ra y aeteit [7].

Heiipoxupypruyeckoe BMEIIaTeJbCTBO  SIBJSIETCS
KJIIOUeBBIM METOJOM BepU(dUKAILUM AMAarHo3a U B 0OJIb-
LIIMHCTBE CJIydyaeB II€PBOOYEPEIHBIM 3TAllOM Teparuu,
HalleJeHHbIM Ha MaKCHMAaJIbHO TOJHYIO LUTOPEAYKIIMIO
MPY MUHUMM3ALIMY PUCKA YCUICHUS/Pa3BUTHSI HEBPOJIO-
TMYECKOro/3HI0KpUHHOTO neduimta [§—10].

CoBpeMeHHBbII1 3Tan pa3BUTUSL JETCKOM HeHpoxu-
PYPIUHU XapakTepu3yeTcsl BHEAPEHNEM MaJlOMHBa3MBHbIX
MOJIXOM0B, MHTPAOINePallMOHHOIO ONTUYECKOro U He-
po(dU3MOIOTMYECKOr0 COMPOBOXIACHUSI U TIEPCOHAJIM-
3UPOBAHHON CTpaTeruu IMPOTHMBOOITYXOJEBOTO JICUEHMUS,

OCHOBaHHOW Ha MEXIUCUUIUIMHAPDHOM B3aUMOMEH-
CTBMU C YUeTOM (DaKTOPOB pUCKa M MHTErpalliM JaHHBIX
TUCTOMOJIEKYJIsipHOrO Tipoduast onyxonau. I[locinenHee
0COOEHHO 3HAYMMO, MOCKOJbKY IT03BOJISIET MPOBOIUTH
TOUYHYIO CTpaTU(MUKALUIO PUCKA, OMPEeIessiTb MPOTHO3
U BBIOMPATh ONTUMAJIbHYIO TAKTUKY ITPOTHUBOOITYX0JIEBOI
tepaniuu. COBOKYMHOCTb 3TUX ITOAXOHOB CIIOCOOCTBYET
MOBBIIICHUIO BbDKMBAEMOCTH M YJIYYIIEHUIO KadyecTBa
JKM3HU TallMeHTOB 3a CYEeT MOCTMKEHMsI OajaHca MeX-
Iy PpaauKaJbHOCTbIO OIIEPATMBHOIO BMEIATEIbCTBA
M COXpaHEHMEM HEBPOJOTUYECKUX/IHIOKPUHHBIX (DYHK-
111 y pebeHKa.

3a mocienHue roabl B OTEYECTBEHHOM JMTeparype
OTCYTCTBYIOT NMyOJMKallMUM C aHAJIU30M HEWpOXUPYpPrH-
YeCKUX BMEILATEJbCTB Y JeTeil B CTPYKTYpe MHOTIOIPO-
(punbHOro crammoHapa. B maHHOM pPeTPOCIIEKTMBHOM
OIHOLIEHTPOBOM MCCJIEIOBAaHMUM MTPOAHAIM3MPOBAH OIBIT
neueHus onyxoieit [IHC y mereit 1 monpocTKOB, TOCM-
tanu3upoBaHHbIX B 'BY3 «Mopososckas JII'KB JI3M».

MarepuaJjsl 1 METOIbI
I'bY3 «Mopozosckas ONI'Kb [A3M» — MHorompo-
unpHbIN cTanmoHap Ha 1050 Koek, B KotopoMm B 1970 .
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ObUIO OpraHM30BaHO OTACJICHUE HEHPOXUPYPrMU Ha
40 Koek, rme exeromHo mpoBomuTcs okojo 1200 Heiipo-
XUPYPTUUYECKUX BMEIIATeNIbCTB, 0KoIo 80—90 u3 HMX —
o nosoxy onyxoyeit THC.

BrinonHeH peTpocnieKTUBHBIN aHanu3 990 manueHToB
¢ onyxonsmu ITHC, rocnutann3upoBaHHBIX B IEPHUOJ,
¢ guBaps 2019 r. mo mexkadbps 2023 r. B uccnemoBaHue
ObLIM BKIIIOYEHBI 417 TallMeHTOB, IMOJYUYMBIIMX OIepa-
TUBHOE JiedeHUe. [IpryeM yduTHIBAIMUCH BCE XUPYpruye-
CKH€ BMeEILATeIbCTBA, BBIIOJHEHHbIC 3TUM IallMeHTaM
¢ 2013 . B ycnoBusix 'bBY3 «Mopo3zosckas IT'Kb A3M».
WUndopmamyst u3 3JEKTPOHHBIX MEIUIIMHCKUX KapT
BHECEHA B CIELMAIbHO pa3paboTaHHYO0 0a3y JaHHBIX 10
xupyprudeckomy jgeueHuto onyxoneit LIHC y nereit. [1po-
BeJicHa OLICHKA MALIMEHTOB B 3aBUCUMOCTH OT CJICAYIOLIIX
JIAHHBIX: aHATOMMYECKAs JIOKAIU3allusl OIyXOJIu, CPOKU
BBIITOJIHEHUSI OIEPATMBHOIO BMEIIATEIbCTBA C MOMEH-
Ta TOCIUTAIM3ALUU, OOBbEM pPE3eKUUU, IOTPEeOHOCTh
B JTUKBOpOIIyHTUpYytomux onepauusx (JILLIO), rucromo-
JIEKYJISIPHBII AMArHO3, eproIepalMOHHAas JIETAIbHOCTD,
BBIKMBAaE€MOCTb.

brutn BeImEICHBI CleayIOIIMe BO3PACTHBIC T'PYIIIIBI
maineHToB: 1o 1 roga, 1-4 romga, 5—9, 10—14 u 15—17 nert.

Tonorpaduyecku Omyxoiau Kiaccu(pUIMPOBAHbI Kak
CyIpaTeHTOpUAIbHbIE, HMHMPATCHTOPUAJIbHbIE W CIIM-
HanbHble. Jlokanusamuu: Mos3xkedok u IV kemymouek,
XMa3MaJIbHO-CeJUIsIpHast 00JIacTh, CTBOJI MO3ra U TaJlaMyc,
MOJyllIapHasl JOKaau3alus, KeJIyI04KI rOJJOBHOIO MO3-
ra, CHMHHOM MO3T U T. [I.

B 3aBUCMMOCTM OT TUCTOJOTMYECKUX PE3yJIbTaTOB
OITyXOJIM pachpeiesieHbl [0 TpymniaM: [IMOMbI HU3KOMI
creneHu 3nokadectBeHHocTH (THC3), rimomel BbICOKOM
creneHu 310kadyectBeHHocTH (I'BC3), smOpuoHanbHbIE
OITyXOJIM, SIIEHAMMAPHBIE OITyXOJIM, OIMYXOJU TYPELIKOro
ceuta, repmuHoreHHbie onyxonu (I'KO) u np.

O0beM pe3eKLuu aHanu3upoBaiau 1o mkane Gnekow
[11], B KOTOpO#1 yuuThIBaeTCs1 Helipoxupyprudeckas (S)
U peHTreHoornyeckas (R) onenku:

. S1 — MaKpOCKONMUYECKM TTOJTHAsT PE3eKIINS;

. S2 — ocrarok Kpas OIyXOJdu B TIOJe 3peHUs
Xupypra (Hampumep, OCTaBjJIeHa He3HauMTeIbHasl 4acTh
OITyXOJIX Ha KOPEIIIKe HepBa);

. S3 — ocTaToK OIMyXOJIEBOI1 MaCCHI B ITOJIE 3pEHUS
Xupypra,

. S4 — TonbKO OMOTICUSA, B TOM YHMCJIe CTepeOTaK-
cHhYecKasl.

OLieHKa BpPavyoOM-pPEHTICHOJIOTOM IIPOBOAMIACH IIO
CPaBHEHMIO C MpPeaoIepallMOHHON MarHUTHO-PE30HAHC-
Hoii ToMorpacdueit (MPT) ronoBHOro Mo3ra nalmeHTa:

* Rl — nonHas pe3eKiusi OIMyXoJu;

« R2 — ocrarok omyxoiu — 00OJOK WJIM 4YacCTh
MeHee 5 MM;

* R3 — ocrarok omyxojeBoii Macchl 0ojiee 5 MM
B IMAMETPE;

* R4 — usmeHeHMii B 0ObeMe OMYXOJIU HET, TIPOBE-
JIeHa TOJIbKO OMOIICHS.

W3 5tix gaHHbBIX (DOPMUPOBAIICS OOIINI 00bEeM pe3eK-
LIUY TI0 TUIIAM:
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*  tun I — monHas wim TotanbHas pesekims (S1 & R1);

« tun Ila — cyoroTtanbHas pesekius (S2 & R1);

« tun IIb — cyorotanpHas pesekuus (S1 & R2);

* tun llc — cybroTansHas pesekius (S2 & R2);

«  tun Il — yactuunas pesekuus (S1/S2/S3 & R3);

*  tun IV — Tonbko 6uomncus omyxonu (S4 & R4).

boina cobpana mHpopmauusa o mposeneHuun JILIO
y KaXXJ10T0 MalleHTa KakK JI0 yaaJeHrss HOBOOOPa30BaHMS,
tak 1 nocie. JIIIO mpoBoauiack malmeHTaM ¢ CUMIITO-
MaMM BHYTPpUYEPEITHOM TUIIEPTEH3UHU, KOTOpast BO3HUKA-
Jla, KaK IpaBUIO, U3-32 OOCTPYKLMU JUKBOPHBIX IIyTEH
omnyxonbto. K JIIIIO oTHeceHbl yCTaHOBKA HApPY>KHOTO
BeHTpUKy/IsipHoro apeHaxka (HB/I), BeHTpukymomepu-
ToHeasbHOe IryHTupoBaHue (BIILI), sHmockonmuyeckas
TpuBeHTpuKyaonucrepHoromus: (BTBC), HapyxHOoe
mombanbHoe npeHupoBanue (HJI) u TpaHCBEHTPUKY-
nsspHoe creHTupoBanue (TC) (tabdnuiia).

KatamHecTHyecKre OaHHbIC IS KaXKIOro MalldeH-
Ta BKJIIOYaauM B ceOs MCXOH, JaThl peLMIuMBa, CMEpPTHU
U TIOCJICHETO BU3UTA.

Cmamucmuueckuii anaaus

Cratuctuyeckast 00paboTKa JaHHBIX POBOAUIACH 1O
CTaHAapTHBIM MeToAauKaMm. KareropuajibHble MepeMeH-
HBbIC TIPEICTaBICHBI B BUIE aOCOJIOTHBIX U OTHOCUTE/b-
HbBIX YHMCEJI, IUISI HEIIPEPBIBHBIX IIEPEMEHHBIX PACCUUTAHbI
menuana u kBaptwin Q1; Q3. OnucaHue xapakTepuCcTUK
MalMEHTOB B LIEJIOM U 10 BO3PACTHBIM I'PYIIIIaM, a TaKXKe
JaHHBIX O XUPYPTMUECKOM BMeEIIATeIbCTBE IPEICTaBIe-
HO C yYETOM COOTBETCTBYIOIIMX €AMHMI HaOJIOACHUSI.
Wcnonw3oBanoch MporpaMMHOe oOecriedyeHue Ha 0a3se
npwioxeHus Jamovi Bepcuu 2.6.26.

Pe3yabraTsl

Bcero B wuccienoBaHue BKIIOYEHBI 417 TmamueH-
TOB, TIOCTYNMUBIIMX B MHOTONPOMUILHBINA CTallOHAP
M TIepeHeCIIMX KaK MMHMMYM OJHO XMPYPTrAYeCKoe
BMEIIIATEIbCTBO MO MoBoay ynaieHus omyxonu LIHC.
ManburikoB 6b110 228 (54,7 %), neBouyek — 189 (45,3 %).
CpenHuii BO3pacT JIeTeil Ha MOMEHT IepPBOii orepaluy —
6,88 + 1,47 rona (Meauana — 6 jiet, Q1; Q3 — 2; 11).

Bcem neTsiM, MOCTYNMBIIMM B CTallOHAp C CHUM-
NTOMaMU OIYXOJM TOJOBHOTO WM CIMHHOIO MO3ra,
MPOBOAMIOCH CTaHAAPTHOE OOCJEIOBaHMUE: OCMOTPHI
JMETCKOTO HEBpOJIOora W/WIM HeWpoxupypra, IEeTCKOIO
OHKOJI0Ta, 0TaJbMOJIOra, YHAOKPUHOJOTa, aHEeCTEe31O-
Jora-peanumatosiora, MPT rojjoBHOro 1 CIMHHOTI'O MO3-
ra ¢ KOHTpaCTHBIM YCWJICHMEM Ha ammapatax 1,5 u/mim
3 Tn, npu HEOOXOAMMOCTHU BBITIOJHSIJIN KOMIIBIOTEPHYIO
tomorpacduto (KT), ompeneneHne oHKOMapKepoB Kpo-
BU U JIUKBopa (anbda-peTonpoTerH U XOPUOHUUECKUIA
TOHAJAOTPOIIMH YeJI0OBEKa), KOHCYJIBTAllMH JIFOOBIX CMEXK-
HBIX CIELHAAIMCTOB, IPYrMe HEOOXOAMMBIE MCCIIEL0BA-
HUS TI0 TIOKa3aHUSIM, UTO 00eCTIeurBaJIOCh B TOM YHUCTIE
KPYIJIOCYTOYHO, O1aronapss MHOTOIIPOMMIBHOCTU U CKO-
POIIOMOIIIHOMY peXXUMY padoThl cTalloHapa. Takke rpu
HEOOXOAMMOCTU TIPOBOAMIMCH MAarHUTHO-PE30HAHCHAsI
TpakTorpadus, MarHUTHO-PE30HAHCHAsT CIIEKTPOCKOIIHS
TOJIOBHOTO MO3Tra, MO3UTPOHHO-3MMUCCUOHHAsI TOMOIpa-
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Xapaxmepucmuka nayuenmos, 6KAI0MEHHbIX 8 UccAe008anue (Ha4ano)

Patient characteristics (beginning)

BospacTHble rpynmnbi
ITapametp groups O0mee yncio

Parameter 10 1 roga 1-4 rona 5-9 aer 10—14 ner 15—17 aer Total
under 1 year 1—4 years 5—9 years 10—14 years | 15—17 years

Yucno naueHToB, # (%)
e am——, 35(8,39) 133 (31,89) 116 (27,82) 86 (20,62) 47 (11,27) 417(100,00)

Mo (MyKcKoit sKeHeKwin), 7 (%) 10 (28,57)/  79(59,40)/  76(65,52)/  42(48,84)/ 21 (44,68)/  228(54,68)/
Sex (male/female), n (%) 25(71,43)  54(40,60) 40 (34,48)  44(51,16)/  26(55,32)  189(45,32)

TlepBuynas oneparwsi, 7 (%)
e 35(100,00) 133 (100,00) 116 (100,00) 86 (100,00) 47 (100,00) 417 (100,00)

TlosropHas onepauus, n (%)
Rooperetion. n (%) 2(5,71) 27(20,30) 17 (14,66) 8 (9,30) 11 (23,40) 65(15,59)
o e 466+3,18 235+1,10  691+147 11,90+ 1,55 16,00+ 0,82
ean age, years
Jlokam3anus
Tumor localization
Mosxeuok u [V xemynouex, n (%)
Cerebellum and IV ventricle, n (%) 13(28,26)  73(47,10)  62(46,97) 31 (31,000  15(27,27)  194(46,75)
SO G I, 0 (5 7(15,22) 18(11,61)  21(15,91) 9 (9,00) 5(9,09) 60(12,30)

Chiasmatic-sellar region, n (%)
CrBoJ1 1 Tanamyc, n (%)
Brainstem and thalamus, n (%) 6 (13,04) 15 (9,68) 23 (17,42) 16 (16,00) 11 (20,00) 71(14,55)

[MonymapHas gokanuzanus, # (%)

Cerebral hemispheres, n (%) 6 (13,04) 29(18,71)  19(14,39)  31(31,00) 14 (25,45) 99(20,29)

Boxkossie u 111 xxenynouku rooBHOTo Mo3ra, # (%)
Lateral and III ventricles, n (%) 12 (26,09) 9 (5,81) 5(3,79) 7 (7,00) 4(7,27) 37(7,58)
CnuHHoi#t Mo3r, 1 (%)
Spinal cord, n (%) 1(2,17) 9(5,81) 2(1,52) 6 (6,00) 5(9,09) 23(4,71)
IMpouee, n (%)
Other, n (%) 1(2,17) 2(1,29) 0 (0,00) 0 (0,00) 1(1,82) 4(0,82)
Tonorpadus
Topography
UndparentopuaabHast ToKaau3auust, # (%)
Tttt Dttt i (00) 12 (34,29) 74 (55,64) 64 (55,17) 33 (38,37) 15 (31,91) 198 (47,48)
CyrnpateHTopuaibHast JJokamu3saius, 1 (%)
Supratentorial localization, n (%) 22 (62,86) 50 (37,59) 51(43,97) 48 (55,81) 27 (57,45) 198 (47,48)
Cmssir: oo, i (72) 1(2.,86) 9(6,77) 1(0,86) 5(5,81) 5(10,64) 21(5,04)

Spinal localization, n (%)

O0mneM pesekimn no Gnekow
Gnekow resection grading system
Tun I (nmonnas pesexkuust: S1 & R1), n (%)
Type I (total resection: S1 & R1), n (%) 11 (31,43) 53(39,85) 60 (51,72) 36 (41,86) 17 (36,17) 177 (42,45)
Tum Ila (cy6roransHas pesekuus: S2 & R1), n (%)
Type Ila (subtotal resection: S2 & R1), n (%)

Tun I1b (cy6rotanbHas pesekuus: S1 & R2), n (%)
Type 11b (subtotal resection: SI1 & R2), n (%)

Tun Ilc (cyororanbHas pesekuus: S2 & R2), n (%) 1(2,86)
Type llc (subtotal resection: S2 & R2), n (%) ’
Tum 111 (sactuanas pesexumst: S1/S2/S3 & R3), n (%)
Type 111 (partial resection: S1/52/S3 & R3), n (%)
Tur IV (tonbko 6uornicust: S4 & R4), n (%)

Type 1V (biopsy only: S4 & R4), n (%)

0 (0,00) 2(1,50) 2(1,72) 2(2,33) 1(2,13) 7(1,68)
2(5,71) 8 (6,02) 3(2,59) 4 (4,65) 5(10,64) 22(5,28)
10 (7,52) 5(4,31) 2(2,33) 0(0,00) 18 (4,32)
15(42,86)  35(2632)  21(18,10)  25(29,07)  17(36,17)  113(27,10)

6(17,14) 25(18,80)  25(21,55)  17.(19,77) 7 (14,89) 80 (19,18)
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Patient characteristics (end)

BospacTHble rpynmnbi

ITapametp groups O0mee yncio
Parameter 10 1 roga 1-4 rona 5-9 aer 10—14 ner 15—17 aer Total
under 1 year 1—4 years 5—9 years 10—14 years | 15—17 years
JIIIO
CSF shunt surgeries
JILIO no ynaneHus omyxoJju, n
CSF shunt before tumor resection, n A ol 4k 22 12 i
HBI, n (%)
EVD. n (%) 13 (65,00) 54 (90,00) 33 (68,75) 15 (68,18) 10 (83,33) 125(77,16)
BIILL, n (%)
VP, 1 (%) 7 (35,00) 5(8,33) 7 (14,58) 0(0,00) 2 (16,67) 21(12,96)
BTBC, n (%)
ETV, 1 (%) 0(0,00) 1(1,67) 6 (12,50) 6(27,27) 0(0,00) 13(8,02)
HI, n (%)
ELD. n (%) 0(0,00) 0(0,00) 1(2,08) 1 (4,55) 0(0,00) 2(1,23)
TC, n (%)
TS, n (%) 0(0,00) 0(0,00) 1(2,08) 0 (0,00) 0 (0,00) 1(0,62)
JIIIO nocne ynaneHus OnmyxoJiu
CSF shunt after tumor resection = . A 2 ? o
HBA, n (%)
EVD. n (%) 1(7,69) 2 (5,88) 3(15,00) 3(25,00) 0(0,00) 9(10,22)
BIILL, 7 (%)
VP.n (%) 12 (92,30) 31 (91,17) 11 (55,00) 7 (58,33) 9 (100,00) 60 (68,18)
BTBC, n (%)
ETV.n (%) 0 (0,00) 0 (0,00) 6 (30,00) 1(8,33) 0(0,00) 7(7,95)
HILL, n (%)
ELD. n (%) 0(0,00) 0(0,00) 0 (0,00) 1(8,33) 0 (0,00) 1(1,14)
TC, n (%)
TS, n (%) 0(0,00) 0(0,00) 0(0,00) 0(0,00) 0(0,00) 1(1,14)
BALL, n (%)
VA shunt, n (%) 0 (0,00) 1(2,94) 0 (0,00) 0(0,00) 0 (0,00) 1(1,14)
Tucrosornyeckuii 1MarLo3
Histological diagnosis
THC3, n (%)
g e i (%) 6(17,14) 52 (39,10) 51 (43,97) 35 (40,70) 17 (36,17) 161(38,61)
I'BC3, n (%)
e s () 4(11,43) 8(6,02) 12 (10,34) 15 (17,44) 10 (21,28) 49(11,75)
DMOpHOHAIBbHbIE OIyX0JIH, 1 (%)
B e ) 14 (40,00) 49 (36,84) 30 (25,86) 13 (15,12) 8 (17,02) 114 (27,34)
DreHInMaIbHbIE OIyXoH, 1 (%)
i e, () 2(5,71) 14 (10,53) 8(6,90) 8(9,30) 1(2,13) 33(7,91)
OrnyxoJu 00JIacTH TypelKoro cemia, # (%)
s () 0(0,00) 0(0,00) 7 (6,03) 5(5,81) 1(2,13) 13(3,12)
T'KO, n (%)
GCT, 1 (%) 2(5,71) 1(0,75) 4 (3,45) 3(3,49) 2 (4,26) 12(2,88)
Apyrue, n (%)
Other, n (%) 7(20,00) 9(6,77) 4(3,45) 7(8,14) 8 (17,02) 35(8,39)
Ilocaenymomee Ha0oeHUE
Follow-up observation
AP, i (70) 9 (12,68) 20 (28,17) 16 (22,54) 17 (23,94) 9 (12,68) 71(17,03)

Died, n (%)

IIpumevanne. BAIIl — eenmpukyroampuanvroe uwyHmuposanue.

Notes. CSF — cerebrospinal fluid shunt surgery; EVD — external ventricular drainage; VP — ventriculoperitoneal shunting; ETV — endoscopic third ventriculostomy;
ELD — external lumbar drainage; TS — transventricular stenting; VA shunt — ventriculoatrial shunting; GCT — germ cell tumors.
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(usa/KT ronoBHOro u criiHHOro Mo3ra ¢ *F-atunrupo-
3MHOM WK ¢ ''C-METHOHUHOM.

PyrrHHOE nprMeHeHre KOPTUKOCTEPOUIOB IepHOIIe-
pPaLlMOHHO HE IPaKTMKOBAJIOCh: MX Ha3HayeHue ObLIO
OIIPaBAaHHO IPU HEMPOBU3YAIM3ALMOHHBIX MPU3HAKAX
BBIPAXXEHHOTO IepU(OKAIbHOTO OTeKa, 3HAYMTEIbHOI'O
Macc-3¢hdeKTa, a TakKe MpY KIMHUKE OCTPOI OKKITIO3M -
OHHOI TUIpoLedaTuu.

Onepauyy MO YAaJEHUIO OIyXOJIU IIPOBOAMIMCH
¢ 00s13aTeIbHBIM IIPUMEHEHUEM HMHTPAOIEPALMOHHOIO
MuKpockomna. Helipopusnonornyeckuii  MOHUTOPUHT,
MHTpaoIlepallMOHHAas ONTUYECKast, MAaTHUTHAS WU YJIBT-
pa3BYKOBasi HABUTaLMs IPUMEHSIIUCH IIPU JIOKAIU3allun
OITyX0JIX B (DyHKIIMOHAIBbHO 3HAYMMBIX 30Hax. [Ipu cpe-
JIUHHO PaCMOJIOXXKEHHBIX HOBOOOpa3oBaHUSX, IUDPY3-
HbIX IJIMOMAaX CTBOJIA U HELEeJIeCO00pa3sHOCTH paluKajib-
HOIO yAaJieHMsI, OIpEIe/IsSIBIICHCS HAa OHKOJIOTMYeCKOM
KOHCUJIMYME, BBIMOJIHSIACH OMOIICUS OITyXOJU CTepeo-
TaKCUYECKMM METOIOM B LIEJIIX IOJIydeHUs] MaTepuaa,
MOCJIEAYIOIIUX TUCTOJOTMYECKOM U MOJIEKYJISIPHOM BEpU-
(ukanuu, onpeaeeHUs IIPOTHO3a U MOMCKA TapreTHOM
Tepamnuuy IPU BbISBICHUU TapreTUpyeMbIX Mytauuii. [1pu
OTCYTCTBMM IIPOTMBOINOKA3aHUM IPOOYXICHUE W CHSI-
THe NAlMeHTa C almapara MCKYCCTBEHHOU BEHTWISLIUU
JIETKUX IIPOMCXOIMIO B MOMEHT 3aBepIICHMS OIepallim.
B mocneonepalilmuoOHHOM IEPUOJE MALMEHTHI ITePEBOIU-
JIUCh B OTAEJICHHUE peaHUMAallMd MU WHTCHCHUBHOM Tepa-
NMU MMHUMYM Ha 24 4 JJI1 MOHUTOPMHIA BUTAJbHbBIX
GYHKIIMI, HEeBPOJOTMYECKOro/3HIOKPMHHOIO CTaTyca.
Konrponsubie KT/MPT-ucciaenoBaHusi ¢ KOHTpaCTHBIM
YCUJICHUEM BBIIOJIHSUIMCH B TeYeHUE MEePBBIX 72 4 IOCIIe
OIlEPaTMBHOI'O BMELIATE/ILCTBA B 00513aTEIbHOM ITOPSIIKE
B LIEJISIX OIIeHKM 00beMa pesexkiuu (MPT) u uckimoueHus
paHHUX nocieornepallnoHHbIX ocinoxHeHuit (KT).

Bce monyyeHHBle 00pa3lbl OITYXOJIEBOW TKaHU
HCCJIEIOBAIUCh B MATOJIOrOAHATOMUYECKOM OTIC/IICHUU
I'bY3 «Moposzosckas AI'KB JI3M», aHanusupyolieM
CUCTOJIOTMYECKHME MaTepuaibl, IOJYyYeHHbBIE CO BCEX JIET-
CKMX CTallMOHApOB, IMOABEIOMCTBEHHBIX JlemapTaMeHTy
3apaBooxpaHeHuss . Mocksbl. [lepBuuHasg Mopdoo-
rudeckasi Bepudukalus MpoBOAMIACH B COOTBETCTBUU
¢ knaccupuxkauussMu BeceMupHoil opraHu3anuy 31paBo-
oxpanenus 2007 [12], 2016 [13] u 2021 rr. [1] B 3aBUCH-
MOCTH OT IIepUO/a ITPOBEICHUS OIePALIMN.

Xupypeuueckoe aevenue u 06oem peszexuuu

[IpoBeaeH aHaau3 XUPYPruyeckon aKTUBHOCTU OTJIE-
JIEHUST HEMPOXUPYPIUU 110 IIOBOLY IEPBUYHOIO YIaIeHUS
OITyXOJIM B 3aBUCHMOCTHU OT II€PUO/Ia BBITOJIHEHUS HAYK-
Has ¢ 2013 . (puc. 1).

IMopaBnsioniee OOMBIIMHCTBO TEPBUYHBIX ONEpaLnii
o yaanenuio onyxonu LHHC (n = 376; 90,2 %) GbL10 I1j1a-
HOBBIM. CpOoYHbIe I 9KCTPEHHbBIE BMeLIaTeNIbcTBa (1 = 41;
9,8 %) pacrpeaeauanuch CaeayloiM 00pa3oM: B TeUeHUe
24 4 — 26 (6,2 %), B TeueHue 6 4 — 4 (1,0 %), B TeueHue
3y—1(0,2 %) (puc. 2).

M3 376 maaHOBBIX OIEPaTMBHBIX BMEIIATEILCTB IT0
noBoay onyxoiu LTHC y 105 (27,93 %) nereii otMevaiach
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Puc. 1. Koauvecmeo nepeuunsix onepayuii no yoanrenuro onyxonei L[HC
6 3a8UCUMOCIU OM NEPUOOA UX 8bINOAHEHUS

Fig. 1. Number of primary surgeries for CNS tumor resection depending
on the period of their performance
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Fig. 2. Surgical treatment according to the urgency of the procedure

KJIMHWKA BHYTPUYEPEITHOUM TUTIEPTEeH3MU, KOTOpasi ObLia
paspeleHa 1o SKCTPEHHBIM ITOKa3aHUSM ITyTeM HaJIoXKe-
Hust HBJI. Takoii moaxon sIBAsSETCS ONTUMAaIbHBIM, TaK
Kak J1aeT BOBMOXHOCTh HE TOJIbKO KYITUPOBAaTh MPU3HAKN
BHYTPUUEPETTHON TUTIEPTEH3UU [0 YAAJIEHUSI OITyXOJIH,
HO UM TIPOBECTH KOJIJIETUAbHOE OOCYXKIEeHME TallieHTa
Ha OHKOJIOTUYECKOM KOHCUJIMyMe, a Takxke Oojee Tiia-
TEJTHHO CIUIAHMPOBAaTh OCHOBHYIO OTIEpAIIMIO TIO yaajie-
HUIO OITyXOJIH.

HauGomnbiemy 4ucity maliieHTOB BBITTOJTHEHO TOTaJTb-
Hoe ynanenue omyxonu (tum I: S1 & R1) — 177 (42,45 %)
Cpeny BCeX TPOBEACHHBIX OTIEPATUBHBIX BMEIIATEIHCTB.
Cy6totanbHast pesekuus omyxonu tuna Ila (S2 & Rl1)
npoBeneHa 7 (1,68 %) narmentam, tumna IIb (S1 & R2) —
22 (5,28 %), tuna llc (S2 & R2) — 18 (4,32 %). Yactuu-
noie pesexumu (tur I11: S1/S2/S3 & R3) cocraBunm 113
(27,1 %), ouoncuu (S4 & R4) — 80 (19,18 %).

B Hameii rpymnme o0beM pe3eKIUKU OMyXOJIu 3aBUCE]
OT Bo3pacTa namueHTa (puc. 3). JJoast ToTaabHbIX pe3eK-
mii (tum I: S1 & R1) 6b11a BeilIe B rpymnme geteit 5—9 net
(n = 60; 51,7 %). B rpynne 10—14 et 3TOT HoKa3aTesb
cocraBui 41,9 % (n = 36), B rpynite 15—17 ner — 36,2 %
(n=17), Brpynme a0 1 roga — 32,4 % (n = 11). C yueTom
npeobnanaHus 1UdGY3HBIX OMyX0JIe TPyIHOIOCTYITHOMN
JioKaim3auuu (CTBOJI Moara, auaHuedalbHas 00J1acTh)
W HEBO3MOXHOCTU TOTAJIBHOTO yHAJIEHWS IJIS TUCTOJIO-
TUYecKol BepubUKaIy 1 JaTbHEHUIIero TpOTUBOOITYXO0-
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Puc. 3. O6sem pesexyuu onyxoau no wikane Gnekow 6 3a8ucumocmu om 603-
pacma nayuenma

Fig. 3. The volume of tumor resection according to the Gnekow scale
depending on the patient’s age

JIEBOTO JIEYEHHUS Yallle BHITIOJHSUTMCH YaCTUIHBIE pe3eK-
uuu (tun III) u 6uorncum (tun 1V). Haubonbiias nonas
ouorncuii HabJoganach B Bo3pacTHOl rpymre 1—4 roaa
(n = 25; 18,8 %), 4TO OOYCIOBIEHO PACIIPOCTPAHEHHO-
CThI0O HOBOOOpa3zoBaHMi. Haubosjee yacto ToTalbHAs
pesexkuus (tun I: S1 & RI1) 6puta B rpynnax T'HC3 —
51,4 % (n = 91) u sMOpUOHAJIBHBIX omyxoseir — 37,29 %
(n = 66). Yactuunas pesexiust (turn 111: S1/S2/S3 & R3)
yame Bcero Habmonamack y THC3 — 39,82 % (n = 45).
Takum obpaszom, B rpynmne 'HC3 npeobnaganiu ToTaib-
Hasl ¥ YaCTUYHAs pe3eKIINU OITyXOJIH.

Joxaauzauus onyxoaeil u 2ucmoao2utecKan XapaxKmepu-
cmuka

ITo Tomorpaduu omyxoim OTMEUEHO paBHOE paciipe-
JeJIeHre MEXy CynpaTeHTopuaabHoi (n = 198; 47,48 %)
U uHGpaTeHTopuanbHoi (n = 198; 47,48 %) nokanusaLu-
samu. M3onrpoBaHHast criMHAIbHAS JIOKAJIM3alIUsT BCTpe-
yayiach B 5,04 % ciydaes (n = 21) (cM. TabauLLy, puc. 4).

200

150
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: ]

CynpatenTopuansHan
Supratentorial tumors

CruHHo# Mo3r
Spinal cord tumors

VndpateHTopuanbHas
Infratentorial tumors

Puc. 4. Jlokanruzayus onyxoneii IIHC y demeii
Fig. 4. Localization of CNS tumors in children

PacnipenesieHre OOJIBHBIX TTO TUCTOJOTUYECKUM TPYTI-
maMm 6buto cieayromuM (puc. 5): THC3 — 161 (38,6 %)
cirydaii, SMOpMOHabHBIE omyxoan — 114 (27,3 %),
I'BC3 — 49 (11,8 %), sneHIUMaibHBIE OIyXolHn — 33
(7,9 %), onyxonu typeukoro cemia — 13 (3,1 %), TKO —
12 (2,8 %), npouee — 35 (8,5 %).

Tunepmenzuonno-eudpoueghavruiii cuHopom u AUK60po-
wyHmupylougue onepayuu

[unepTeH3MOHHO-THAPOLIEDATHHBII CUHAPOM
Berpedasicss y 250 (60,0 %) mamumeHTOB C  OIMYXOJIbIO
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Fig. 5. Distribution of patients according to histological diagnosis

HHHC. Jo pesexuuu oryxonu JIIIO ObUIM BBITTOJTHEHDI
162 (39,4 %) nauneHTam, nocie pesekuuu — 88 (22,1 %)
(puc. 6). Haubosblinas moTpeGHOCTh B LIYHTUPOBAHUU
oTMeYaiach y AeTeit Mo 4 JeT, 9TO MOTYepKUBaeT HeoO0-
XOIWMOCTh aKTUBHOTO MOHUTOPHWHTA U JICUCHUS BHYTPU-
YepeITHON TUIIePTEH3NN y JaHHOUW BO3PACTHON TPYIIIIHL.
CTaTUCTUYECKM JOCTOBEPHO ObLIa IOKa3aHa OOJbLIast
notpedoHocTh B JILLO 1o ynaneHUs OnyX0Ji y ITallueHTOB
B Bo3pacte 10 1 roma (p = 0,024). BeposiTHO, 3TO MOXHO
OOBSICHUTH CTEPTOCTHIO CHMITOMOB M3-3a BO3PACTHBIX
0COOCHHOCTEI1 MOTOPHOTO U TICUXWYECKOTO Pa3BUTHS W,
COOTBETCTBEHHO, IJTUTEILHOCTHIO TIPEANArHOCTUICCKOTO
Tepuoa.

B rpynme nmammeHToB 5—9 JIeT U cTapiie CyIieCTBeHHO
BO3pacTaeT YMCJIO SHIOCKOIMMYECKOTO JICUCHUS TUAPO-
nedalny B CBSI3W C OOJBINCH TEXHWICCKON BBITIOJIHU-
mocthio DTBC, HU3KMM PHCKOM pecTeHO3a CTOMBI IO
CpaBHEHMIO C IETbMM MJANIIeTo Bo3pacta. B crapmeit
Bo3pactHoit rpymnrie BIIII He mpuMeHsioch B Kaue-
CTBE TIEPBUYHOTO METOMA KOPPEKIIMU BHYTPUUCPEITHOMN
TUTIEpTEH3NU. B mocieonepaliioHHOM MEPUONe CTPYK-
Typa JILLIO meHstercst. Bo Bcex BO3pacTHBIX TpymIiax, 3a
WCKIIIOUCHUEM JeTeli 10 1 roma, Hambosiee 4acThIM METO-
IOM KOPPEKIUM TUApoledaTny CTaHOBUTCSI WMILIAH-
Talusl BEHTPUKYJIOIIEPUTOHEATIBHOTO IIyHTa: 31 ciaydait
B rpymne 1 roga — 4 et (35,23 %), 7 (7,95 %) — B rpynie
10—14 net.

IloemopHbte xupypeuueckue emeuamenscmea

3a mepuoj HaOJIOAEHUSI BBITOJIHEHO 65 MOBTOPHBIX
oIepanuii Mpu IPOIOKEHHOM POCTE/pelluanBe HOBO-
00pa3oBaHUsI, TPEThe BMEIIATEIBCTBO TIOTPEOOBATIOCH
6 mamueHTaM. PacrnpeneneHue 0OJIbHBIX B 3aBUCHMOCTHU
OT THCTOJIOTUYECKOTO JMArH03a, IMOJYYMBIINX ITOBTOP-
HOE OIlepaTUBHOE BMEIIATeIbCTBO, OTPaXKeHO Ha puc. 7.
Yarre Bcero moBTOPHBIC OMEPAIIM TTPOBOAMIIMCH TTaIly-
entam ¢ THC3, uro cocraBuiio 30,6 % (n=22). Y nauueH-
TOB C 3MOPUOHAIBHBIMU OITYXOJISIMH TTOBTOPHO OTIepalli
BBITIOJHSTACH B 25 % cnydaeB (n = 18), ¢ 'BC3 —
B 13,9 % (n = 10), ¢ sneHAMMAIbHBIMUA OMYXOJISIMU —
B8,3% (n=06).

Pe3yavmamot aevenus

W3 417 mpoonepupoBaHHBIX MAIIMEHTOB KaTaMHE3
ObL1 mocTymeH y 365 (87,53 %). BoiObU1n M3-1101 HA0JII0-
nenust 52 (12,47 %) maumenra. B 17 % ciyqaeB (n = 71)
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Fig. 6. CSF before (a) and after (6) tumor resection in children with CNS
neoplasms according to patient age
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Fig. 7. Reoperations for tumor removal based on histological tumor type

3apuKCUpoOBaH JIeTaIbHBINA HMcxom. CpemHee BpeMsl OT
oIepaly IO JIETAJTbHOIO MCXoma cocTtaBuio 17,8 mec
(1 merpb — 129 mec). TpuaaTnmHEBHAS TTOCICOTICPAIIOH -
Has JieTaJlbHOCTh coctaBuia 1,9 % (n = 8), OCHOBHBIMU
MPUYMHAMU TIOCTYKUJIM MAaCCUBHOE OITyXOJIEBOE Iopa-
xkeHne LIHC, BblpaxkeHHass BHyTpUueperHas TMIepTeH-
3Usl, TUCIIOKALIMOHHBIN CUHIPOM.

IpoBeneH aHanM3 OOIIEH BBIKMBAEMOCTH MAallM-
eHToB ¢ onyxojsamMu [THC, monayyuBIIMX onepaTUBHOE
BMEIIATEILCTBO M KOMIUIEKCHOE IIPOTUBOOITYXOJIEBOE
neuenune B ycaoBusax 'bBY3 «Moposzosckas JII'KB JI3M».
OmHosieTHsIsT 0O0IIasi BBIKMBAEMOCTh cocraBwia 88 %,
S-netHsist — 78 % (puc. 8).
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Oo0cyxneHne

B cTtarbe mpoaHaau3upoBaH AECATUIETHUM OTIBIT ITPO-
BelleHUsI HEeHPOXUPYPIrMUYECKUX orepalrii B MHOTOIMpO-
¢dunbHON netckoit kauHuke. IlpeacTaBieHHbIe JaHHBIE
OTpaxarT XapaKTepuCTUKU 00JbHBIX ¢ ontyxoysimu [ITHC.
Taxcke poBefieHa OLIEHKA B 3aBUCUMOCTH OT JIOKAJIH3a-
WU OITyXOJU, O0BbeMa PE3eKIIMU U THUCTOJIOTHICCKOTO
nuarHo3a. [ToxyyeHHbIe TaHHBIE CBUACTEIBCTBYIOT O CXO-

1,00
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BepoATHOCTb BbIKMBAEMOCTH
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~
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Time

Puc. 8. O6was svincusaemocmo navuenmos ¢ onyxoasmu L[HC, noayuug-
WUX OnepamuHoe eMeulamenscmeo U KOMHACKCHOE NPOMUBOONYX01e80e
seuenue 6 yenosusx I'BY3 «Mopososckas JITKB J[3M»

Fig. 8. Overall survival of patients with CNS tumors who underwent surgical
intervention and comprehensive antitumor treatment at the Morozov
Children’s City Clinical Hospital of the Department of Health of Moscow

K€M ¢ MEXIyHAapOIHBIMU pe3y/IbTaTaMu pacipeneecHUn
nauueHToB ¢ onyxonsimu LITHC B Hateit koropre [12, 14].
OTMeueHO MpeodiagaHue MaaTbuukoB — 54,7 % (nmnana-
30H — 50,4—60,0 %).

ITpu aHANM3€ TUCTOJIOTUYCCKUX BAPUAHTOB OITYXOJeH
IIHC B Haleit koropre npeod1aaaiu NalueHThl ¢ 100po-
KayeCTBEHHBIMU MIMAIbHBIMU omyxoysimu — 38,8 %. Ha
BTOPOI TO3UILIMKU OBLIM TMALIMEHTH ¢ SMOPHOHATLHBIMU
onyxonsamu (27,4 %), a Ha TpeTbeil — C BNEHIUMAJIb-
HbeiMU (8,9 %). COOTHOIIEHHE YaCTOThl BCTPEYaeMOCTHU
TUCTOJIOTUYECKUX BapuMaHTOB COOTBETCTBYET 3apyoOex-
HBIM ITyOosIuKanusm [6, 8, 15].

TpanuuroHHO npu 310KavyecTBeHHBIX onyxoJisix [IHC
MOTYEPKUBACTCA BaXXHOCTh PaIVKAIBHOTO (TOTaJIbHO-
ro) ymaJleHUs OITyXOJW IJisg YBEJIMYCHUs ITOKa3aTeieit
BeDKMBaeMocTu [16—18]. JlaHHBII acleKT MOXET UMETh
MEHBIIIYI0 3HAYUMOCTh B KOHTEKCTE JT00POKAUYeCTBEH-
HBIX ONyXOJel, MOCKOJIbKY OCTaTOYHbIe 00pa3oBaHUs,
HE BBI3bIBAIOLIME KOMIIPECCUM OKPYXKAIOLIUX CTPYKTYD,
Kak TIpaBWJIO, HE OKa3bIBAIOT CYIIECTBEHHOTO BIIMSTHUS
Ha OO0IIYyI0 BDKMBAEMOCTh MaiueHToB [19, 20]. B Takux
KIIMHWYIECKUX CUTYAIIASIX OIpaBIaHHBIM IIPEACTABISICTCS
B3BEIICHHBIN ITOIXOI, TIPU KOTOPOM MPEAIIOYTCHIE OT/aa-
eTcsl MeHee paguKaJdbHBIM OIepalldsiM C COXpaHCHUEM
(YHKIIMOHAIBHOIO CTaTyca TAallMeHTa M ero KadecTBa
KM3HM U TIOCJEOYIOIIMM IPOBEIECHUEM ITPOTUBOOITY-
XOJIEBOW Tepanuuy, BKJOYas XWMUOJYyYEBOE JieYeHUE
¥ TapreTHYIO Tepanuio, a TakKKe BO3MOXHOCTh BEITTOTHE-
HUSI 3TAITHBIX TTOBTOPHBIX HEHPOXUPYPIUIECKUX BMEIIa-
TesbcTB. B I'BY3 «Mopozosckas JAI'Kb A3M» naHHble
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pellieHusT MPUHUMAIOTCS KOJUIErMallbHO Ha OHKOJIOIM-
YeCKOM KOHCWJIMYME C y4acTMEeM AETCKHUX OHKOJIOTOB,
HEMpPOXUPYPIroB, PEHTTEHOJIOIOB, JYYEBBIX TEPaIleBTOB,
HEBPOJIOTOB M IPYIMX CIELMAJIUCTOB, INPUHUMAIOIINX
yJacTue B JedeHuu aeteii ¢ ormyxonsimu LIHC.

CoBpeMeHHbIe MOAXOIbl K JIEYCHUIO, BKJIIOYas TeX-
HUKY IIAASIIeil pe3eKLUu Uil COXpAaHEHMUsI KadyecTBa
KU3HU U (yHKIMOHAIBLHOTO CTaTyca IalMeHTa, a TakxKe
BHEIpPEHWE HOBBIX IIPOTOKOJIOB IIPOTHMBOOIYXOJIEBOM
Tepamuu, CIIocoOOCTBOBAIM IIEPEXOay K MEHee paauKalib-
HbIM XHUPYPIMYECKMM MeEToJaM, OCOOEHHO B ClIydasix
CJI0KHOIO aHATOMMYECKOTO PAaCIIOJIOXEHUST OIyXOJICH.
Jng ananuza 3¢G@GEKTUBHOCTU ONEPaTUBHOTO BMeElla-
TEeJIbCTBA MCHOJb30Bajach Kiaccudukamuss Gnekow,
00beIMHSIONIAs B3IJISII HEMpOXUpypra U peHTIeHOJI0Ta,
MpUMEHSIoNasIcsd B MEXIyHApOAHOUM mpakTuke [11].
YacroTa BBIMOJHEHUST TOTAJIbHBIX pedekiuii (S1 & R1)
B HameM LleHtpe cocraBuna 42,45 % (n = 177), Torma
KakK B KpyITHOM MHOTOIpo(GMJIbLHOM LieHTpe [epmanun —
29,8 % (n = 158) [8]. YacTora CyOTOTaJbHBIX pe3eK-
umit (S1/S2/S3 & R3) B nHamem llenrpe Obuta 27,1 %
(n=113), a B koropre nauueHToB u3 [epmanum — 31,3 %
(n = 166). MHTepeCcHO OTMETUTh pPa3HOHAIPABICHHYIO
JMHAMUKY YaCTOThI PaJIMKaJIbHOCTU PE3eKIMU B Pa3HbIX
CTalMOHapaXx B 3aBUCMMOCTH OT IIEPUOJIA €€ BbIIIOJIHEHMSI.
B Hemenkoit koropre 6ombHbIX ¢ 'HC3 wacrora mod-
HOI1/Cy0OTOTaIbHOM pe3eKLnK cCHU3uIach ¢ 54,4 no 32 %
B nepuon c 1996 mo 2018 1. [21], a B HallIeii KOTOPTE 4aCTO-
Ta TOTAJbHBIX pe3eKLuid yBeanumiaach ¢ 18,8 % B 2019 .
10 58,3 % x 2023 1., cyOTOTaIbHBIX — CHU3MAACh ¢ 81,3 %
B 2019 1. o 41,7 % B 2023 . PacxoxneHue pe3yJibTaToB
C HEMELKOI KOropToil, BeposiTHee BCEro, 0O0YCIOBICHO
npeobJiajaHueM B Halllel rpyrire OOJbHBIX ¢ Haubolee
pe3eKkTabeIbHbIMU JIOKAIU3aLUSIMU  OIyXOJiei (MO3Ke-
yok u IV xkenynouek). OKOHYATEIbHBIN BBIBOA TPEOYyeT
Oosiee THIATEJILHOTO aHajaM3a OajaHca XUPYPIHUYECKUX
IOAXOA0B B Pa3HbIX IPyIaxX 0OJbHBIX U MMOCIEAYIOLIErO
IIPOTUBOOITYXOJICBOTO JICUCHMSI.

Pe3ynbraToM KOMILUIEKCHOIO JIEYEHHUS JETEi C OILy-
xonssmu LTHC, mpoonepupoBaHHBIX B HallleM CTalMO-
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Hape, SBWJACh YIOBJIETBOPUTEIbHASI S-JETHSS oOIas
BBbDKMBAEMOCTh IALIMEHTOB — 78 %, 4TO COIMOCTaBUMO
¢ MexXayHaponHbIMU gaHHbIMU peructpa SEER ot
2025 1. [22]. TToka3zarenb mocjieonepalmoOHHOM JeTaaTbHO-
CTU B Halllell KOTOpTe MalMeHTOB He npeBbiiiai 1,9 %, 4to
COIIOCTaBMMO C YPOBHEM COBPEMEHHbBIX MUPOBBIX CITCLIM-
aJTM3UPOBAHHBIX LIEHTPOB [8, 23]. JleTanbHOCTD B Halllei
KOropTe OOJIbHBIX MBI CBSI3bIBA€M C 3allylIEHHOCTBIO
CJly4aeB HEMpPOOHKOJOTHYECKOIO Ipolecca y YMEPIIUX
MalyMeHTOB. AHAIN3 JIETaJIbHOCTA B HEMELIKOI KOropre
OOJBHBIX B OITYyOIMKOBAHHOM cTaThe MOAPOOHO He Mpe/I-
CTaBJICH.

3akioyenne

Onyxonmu LTHC y geTeit octaroTcs ogHOI 13 Hanboiee
AKTyaJIbHBIX Y CJIOKHBIX ITPO0JIeM AETCKONM HEeipoXupyp-
My ¥ HeiipooHKosioruu. Ha ocHoBaHMU aHanu3a aecs-
TUJIETHETO OIIbITa KPYITHOIO MHOTOIIPOMUIBLHOTO IIEHTpa
MPOAEMOHCTPUPOBAHBI  BO3MOXHOCTA  COBPEMEHHOTO
KOMILIEKCHOTO TTOAX0a K JMAarHOCTUKE U JIEYCHUIO TaH-
HO1 TPYIIIBI MTalleHTOB.

BmecTe ¢ TeM pe3yabTrarhl, MOJYYEeHHBIE B UCCIEIO-
BaHUU, CBUIETEJILCTBYIOT O BBICOKON 3(h(HEKTUBHOCTU
paboThl MHOTOTIPO(UIILHOTO LIEHTPa, 00eCIIeYnBaIOIIETo
MPEeMCTBEHHOCTb BCEX 3TAllOB OKa3aHUS ITOMOIIM — OT
HEMAPOBU3YAJIM3ALMU U HEUPOXUPYPTUUYECKOTO JICUYCHUSI
10 MopdOJIOrnYecKoil BepuduUKalul, KOMIUIEKCHOM
MPOTHUBOOIYXOJIEBOI Tepaluy U MOCJIEIYIOIIEero OHKO-
JIOTMYECKOTO COIpOBOXAeHUS. Hamuuue crenuanusu-
POBAaHHOM KOMAaHIbl AETCKUX HEMPOXUPYPIOB, HETCKUX
OHKOJIOTOB, aHECTe3MOJIOTOB-PEaHMMATOJIOTOB, HEWpo-
paguoyIoroB U TMaTOMOP(MOJIOrOB MO3BOJISIET IOCTUTaTh
rokasaTeieil XUpyprudecKux pe3yssTaToB, COIOCTaBU-
MBIX C TAaHHBIMU BEIYIIINX MAPOBBIX IIEHTPOB.

Takum o6pa3oM, LIEHTpalu3alUs CIEUNATU3UPO-
BaHHOM moMoiu aAeTsMm ¢ onyxoasimu LIHC u pasButne
KPYITHBIX HEPOOHKOJIOTUYECKUX IIEHTPOB Ha 06a3e MHO-
rorpoUIbHBIX CTAIIMOHAPOB — OJHU U3 KJIIOUEeBbIX (pak-
TOPOB MOBBIIICHUS KaueCTBa JICUCHUS U YIyUIIeHUS JOJI-
TOCPOYHOTO MPOrHO3a Y TAHHOM KaTerOpyM MallleHTOB.
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KonrakTHble nauubie: Muxaun Anamonvesuy Tonuenko gopienkoma@mail.ru

Beeoenue. Ilpu neuenuu eepmunoeeHHOKAEMOUHbIX ONYXoaell (Mepamom) y HOBOPOICOeHHbIX He éceeda ydaemcs u3bexncamov HapyuleHus
YeA0CMHOCIU ONYX04e60U MKAHU (N0BPeNCOeHUS KANCYAbL, BCKPbIMUS KUC ¢ UCIEHeHUEM UX cO0epiucuM020). Onucanst u npUMeHsomcs
MemoouKu, npeonoaazaroujue CO3HAmenbHoe HapyuieHue Uea0CMHOCMU ONYX0au: 6HYmMpuympoOHsie nyHkuuu oosvuiux xucm, EXIT-
npouyedypol. Ha cecoOnswnuil denv ocmaemcsi OUCKymabeabHbiM 80NPOC 0 B03MOJICHOM NOBbIUICHUU DUCKA PEYUOUBUPOBAHUS ONYXOAU
6 MaKux cumyayusix.

Ileab pabomor — ocrosvieascy na 19-nremuem onvime 08yX KAUHUK, USYHUMb YACMOMY HAPYUEHUT YeA0CMHOCMU ONYX0AU, 603HUKAIOUUX
npu Aedenu’ mepamom y HoBOPOICOEHHbIX, OUEHUMb UX NPUHUHbL, BO0ZMOICHOCMYb NPOPUAGKMUKU U NPOCHOCIUMECKYI0 3HAUUMOCHb.

Mamepuaast u memoost. [Iposeden pempocneKkmuHbLil AHANU3 MEOUYUHCKOL OOKYMeHMauuu U OGHHbIX Kamamue3a 75 HOB0PONCOCHHbIX
¢ MepamomMamu U3 Xupypeuueckoeo u oHKoaoeuueckoeo cmauuonapos Cankm-Ilemepoypea 3a 2005—2023 ee. Ilayuenmvr ¢ mepamomamu
DPA3AUMHOU N0KaAU3ayuY Oblay onepuposamst 6 sospacme O— 14 cymok ycushu, é dasvHetuiem y 8 603HUK AOKANbHbIL PEUUOUE 8 CPOKU OM
2 mec 0o 1,5 nem. Daxm noepexcoenus uesocmuocmu onyxoau ommeuen y 25 (33,3 %) oemeii: npu mepamomax Kpecmiyo80-KoNUUK0B0IL
obnacmu — y 23 (92 %), weu — y 1 (4 %), oprownoii nonocmu — y 1 (4 %). dmu cayuau exarouasu 6HympuympoOHyio NYHKUUIO KUCIbL
(n = 1), wacmuunoe ucceuenue eueaHmMcKoli Mepamomvl Kpecmuyoso-Konuukogoi obnacmu 6 xode EXIT-npouyedyper (n = 2), paspwié
onyxonegvix 0004104ex ¢ podax (n = 3), NYHKYUU UAU HeNpeOHAMePEeHHOe NOBPeNCOeHUe KUCIM UHMPAOnepayuoro (n = 24), npu smom
v 4 demeil umeno mecmo couematue HeCKOAbKUX apuanmos nospexcoenus. Ilocre uckaiovenus cayuaes ¢ Heu38eCmMHbIM KamMamHe30M
6 uccaedosarue e3amol 63 nayuenma: 22 — ¢ HapyuieHuem yeaocmuocmu (u3z Hux 3 — ¢ peyudusamu) u 41 — 6e3 HapyuieHus 4eaoCmHOCMU
(u3 Hux 5 — ¢ peuyuodusamu) onyxoau. JlanHvie 06padomanvl CMamucmu4ecKi.

Pesynsrarel. [Ipeobnadarowum 6apuaHmom HApyuleHus Uea0CMHOCIU Mepamombl 16UA0Cs ee UHMPAONEPayUOHHOe NO8pedcoeHue —
24 (32 %) cayuas, uz Hux 83 % — 6 6ude HenpeOHAMEPEeHHO20 6CKPbIMUS KUCM U3-3a MPYOHOCMU GU3YAAUAUUU UX MOHKUX CMEHOK
6 X00e duccekuuu. B xode nposedernnoeo cmamucmu4ecko2o aHaAU3a 3a8UCUMOCYb 603HUKHOGCHUS 8 OQNbHeluleM Peyuouea mepanmomol
om haxma HapyuieHus ee ueaoCmHocmu 6 0aHHol evlbopke He ommeuena (p = 1,0; mounwiii kpumepuii Puwepa).

Saxarouenue. I[Ipocnocmuveckas 3Havumocmo Qakma HapywleHus UeA0CMHOCMU Mepamom y HOBOPONUCOCHHbIX, 803MOJCHO, mpebyem
nepeocmuicaeHUs, 0OHAKO 045 3M020 Heo0X00umo usy4yeHue bonee mMaculmadHbIX 8blOOPOK nayueHmos. B mo jce epems pesyrvmamot
0aHH020 UCCAe008aHUS, BEPOSMHO, MORYI CAVICUMb 000CHOBAHUEM 045 AHMEHAMAanbHbix emewamenvcma, EXIT-npoyedyp, a makace
npeoHameperHoil UHMPAONEPAYUOHHOU NYHKYUU KUCM 8 PSOe GbIHYICOCHHBIX CUMYAUUL NPU AeHeHUU MEPAMOM Y HOBOPOICOCHHbIX.

KiioueBble ¢j10Ba: repMUHOIEHHO-KJICTOUHBIE OIYXOJIM, TepATOMa, HOBOPOXKIEHHBIE, PAa3PbIB KATICYJIbI, TTYHKIIHSI KICTHI,
EXIT-npouenypa, peliuans

Jns uurupoBanms: Tonvenko M.A., KapaBaesa C.A., benorypoBa M.b. HapyiiieHue 11eJI0CTHOCTH OITyX0JIeBOI TKAHU MPU JICUCHU U
TEpPaToOM Yy HOBOPOXKIEHHBIX. POCCHITCKIIT XKypHAJI IETCKOM reMaToIoruu U oHkojgoruu. 2026;13(2):65—72.
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Compromise of tumor tissue integrity during the treatment of teratomas in newborns

M.A. Gopienko”?, S.A. Karavaeva'=3, M.B. Belogurova* >

!Paviov First State Medical University of Saint Petersburg, Ministry of Health of Russia; 6—8 Lev Tolstoy St., Saint Petersburg, 197022,
Russia; “Children’s Multi-Specialty Clinical Center of High Medical Technologies; 14 Avangardnaya St., Saint Petersburg, 198205, Russia;
3 North-Western State Medical University named after 1.1. Mechnikov, Ministry of Health of Russia; 41 Kirochnaya St., Saint Petersburg,
191015, Russia; *Saint Petersburg Clinical Scientific and Practical Center of Specialized Medical Assistance (Oncological) named after
N.P. Napalkov; 68a Leningradskaya St., St. Petersburg, village Pesochny, 197758, Russia; >Federal Scientific and Educational Centre
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50 Bestuzhevskaya St., St. Petersburg, 195067, Russia

Introduction. When treating germ-cell tumors (teratomas) in newborns it is not always possible to avoid breaking of continuity of the tumoral
tissue (such as capsule rupture or spillage of the cysts). There exist several procedures described and used, requiring intentional disruption of
tumoral integrity: intrauterine punctures of large cysts, EXIT-procedures. The question concerning possible increase of tumor recurrence risk
in such cases remains disputable up to date.

The aim of study — based on 19 years’ experience of two clinics, to assess incidence of tumoral rupture cases during treatment of teratomas in
newborns, analyzing their causes, possibilities of prophylaxis, and prognostic value.

Materials and methods. A retrospective analysis of medical documentation and follow-up data was performed concerning 75 newborns with
teratomas from one surgical and one oncological clinic in Saint Petersburg during a period of 2005—2023. Patients with teratomas of different
localization were operated on the day of life 0— 14, from whom § subsequently developed a local recurrence within 2— 18 months after surgery.
The fact of tumoral rupture was established in 25 (33.3 %) children: with sacrococcygeal — 23 (92 %), neck — 1 (4 %), and abdominal
localization — 1 (4 %). Those cases included an intrauterine cyst puncture (n = 1), partial resection of a giant sacrococcygeal teratoma
during an EXIT-procedure (n = 2), rupture of tumoral membranes during delivery (n = 3), intentional puncture or unwilling spillage of the
cysts during surgery (n = 24), 4 babies having a combination of several variants of tumoral rupture at one time. After exclusion of cases with
unknown follow-up data total of 63 patients were investigated: 22 with tumoral rupture (including 3 with subsequent relapses) and 41 without
tumoral rupture (including 5 with subsequent relapses). Statistical assessment was provided.

Results. The predominant variant appeared to be intraoperative rupture of teratomas: 24 (32 %) cases, among them 83 % representing
unintentional spillage of the cysts because of difficulties of visualization of their thin walls during dissection. The statistical analysis performed
revealed no correlation between tumoral rupture and subsequent recurrence of teratoma in our study (p = 1.0; Fisher’s exact test).

Conclusion. The prognostic value of tumoral rupture and spillage in neonatal teratomas treatment deserves, perhaps, some further
interpretation, requiring more investigation using larger cohorts of patients. At the same time, the results of current study could probably serve
to justify some antenatal interventions, EXIT-procedures, as well as intentional cyst punctures in certain challenging cases during treatment
of teratomas in newborns.

Key words: germ-cell tumors, teratoma, newborns, tumor spillage, cyst puncture, EXIT-procedure, recurrence

For citation: Gopienko M.A., Karavaeva S.A., Belogurova M.B. Compromise of tumor tissue integrity during the treatment of
teratomas in newborns. Russian Journal of Pediatric Hematology and Oncology. 2026;13(2):65—72.
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Benenne

JIro6oe HapyllleHHe 1IEJIOCTHOCTU OMyXOoiau (B TOM
YuUcjie MOBPEXIEHUE KaIICYJIbl, BCKPbITUE KUCT C MCTE-
YEeHMEM MX COIEPXKMMOIO0) 0 WU B IIPOLIECCE €€ XUPYP-
CMYECKOro yaajeHusi, OS3yCJOBHO, SIBJIIETCS HexKesa-
TEJIbHBIM COOBITUEM U TPAAMIIMOHHO PACCMATPUBAETCS
B OHKOJIOTUM KaK (pakTop, YXyAlIaoIIUid MPorHo3. Tem
HEe MeHee IpM JICYEHUM TI'epPMUHOIC€HHO-KJIETOYHBIX
omyxoneit (F’KO) — TepaToM — y HOBOPOXIEHHBIX ITOJI-
HOCTBIO U30eXaTh MOJOOHBIX MOBPEXICHUN yIaeTcs He

Bceraa [1, 2]. bonee Toro, mpu BpoXIeHHBIX TepaTOMax
JlaxKe OIMUCaHbl U B TIOCJIEIHEE BpEeMsI BCe Yallle Mpume-
HSIIOTCSL METOAMKU, IIpelycMaTpuBalOlIde IMpeaHaMe-
pPEHHOE HapyLICHME LIEJIOCTHOCTU OIyXOJau (BHYTPH-
YTpOOHBIC MYHKUMU KPYHHBIX KUCT, EXIT-mporenypsr)
[3—9]. C oHKOMOrMYECKON TOYKU 3PEHUS] OTHOIICHUE
K TIOIOOHBIM BMeEILIATEIbCTBAM, PABHO KaK U K CiIydaii-
HBIM pa3pblBaM WJIM MYHKIIUMSIM KKCT BO BpEeMsI yIaJeHMS
TepaTOM, Y HOBOPOXICHHBIX Ha CETONHSIIHUN JeHb
ocTraeTcss AUCKYyTabenabHbIM. OCHOBHOII OHKOJIOTUYE-
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CKOM npo0ieMoi B JIEYEHUU Te€PaTOM SIBJISIETCSI BO3MOXK -
HOCTb Pa3BUTHUS pellMIvBa B JaJbHEHIIIEM, OMMCaHHas
Jaxke TpY paguKaJlbHOM YHAJICHUU OMYXOJU U HEe3aBU-
CHMO OT €€ M3HAYaJIbHOIO I'MCTOJOIMYeCKOro BapruaHTa
[1, 10—12]. Cpenu nybiuKauuii Ha 3Ty TeMY BCTpeYaroT-
¢S KaK OOBSBIISIONINE JII000€ HapyIlIeHUEe 1IeJIOCTHOCTU
onyxoyu (pakTopoMm pUcKa peuuauBupoBaHus [13—15],
TaK ¥ OMpOoBepraioiiune mogo0Hy0 3aBUCUMOCTb B OTHO-
LIeHUN MyHKIIUY UK pa3pbiBa KUCT [1, 2].

Ileab paGoThl — OCHOBBIBasICh Ha 19-JIeTHEM OIIBbITE
JIBYX KJIMHUK, U3YYUTh YACTOTY HapYyIICHU 1IEIOCTHOCTHU
OITyXOJIX, BO3HUKAIOIIUX TIPU JICYUEHUU TePaTOM y HOBO-
POXIEHHBIX, OLICHUTh MPUIMHBI, BO3MOXHOCTb MpOodu-
JIAKTUKY ¥ IIPOTHOCTUYECKYIO 3HAYNMOCTb.

MatepuaJjsl 1 METOIbI

IIpoBeneH peTpPOCIIEKTUBHBIN aHAJIN3 MEIULIMHCKOMN
MOKYMEHTAllMM, a TakKe M3yYyeHbl MaHHbIE KaTaMHe3a
nauveHToB ¢ ['KO, neyuBmIMxXcsa M HaOIIOJABIINXCS
B 2005—2023 rr. B nByx kiauHukax CaHkT-IletepOypra:
xupyprudeckoit — CI16 I'BY3 «JleTcKuii ropoacKoil MHO-
ronpo(GUIbHBIN  KJIMHUYECKUI CITelUaIu3upOBaHHbI
LIEHTP BBICOKMX MEIMIIMHCKUX TEXHOJOTUI», 1 OHKOJIO-
rmyeckoili — I'bBY3 «Cankr-IletepOyprckuit KIIMHUYE-
CKUI HAYYHO-IPAKTUYECKUNA LIEHTP CIIELUATIU3UPOBAH-
HBIX BUIOB MEIUIIMHCKON IMOMOIIU (OHKOJOTUYECKUIN)
nMm. H.I1. HanankoBa», oTneleHUe XUMHUOTEpaAITUU
U KOMOMHUPOBAHHOIO JIEYEHUSI OIyxoJiell y dereit
(mo0 2018 . — meTckoe OHKOJIOTUUeCcKOoe oTaeneHue fopoa-
ckoii knmHu4eckoit oonpHUILBI No 31). Bcero B CIIO
I'bY3 «JleTckuii ropoackoit MHOTONMPOGWILHBIA K-
HUYECKU CHELMATU3UPOBAHHBINA LEHTP BHICOKUX MEIIU -
LIMHCKUX TEXHOJIOTUI» 32 YKa3aHHBII MepUo.I TOCTYITHIN
75 noBopoxaeHHbIX ¢ 'KO pasauuHoOi JoKanuzauuu
(puc. 1). Tucromornyeckue BapuaHThl Y BCEX MAlIMEHTOB
MPEACTaBISIA COOOM 3penible, pexke — He3pesble TepaTo-
MBI, B 7 CllydasiX — B COYETaHUM C JIEMEHTAMU OITyXOJIU
XentouHoro Metka (O2KM).

Bcem meTsiM BBINOJHSIIOCH paguKadbHOE XUPYPIU-
YecKoe yhaJeHue OIyxoiu (Kak IpaBUIO, B TEYCHME
MepBBIX 14 mHEl XU3HU), TTOC/Ie Yero MalueHThl Ha0JIo-
aJMCh B OTAEACHUN XMMMOTEpAImuyd U KOMOMHUPOBaH-

a Yuncno nayneHToB 6
Number of patients
Grade 0
Grade 1
Grade 2
58 Grade 3
OMXM /YST
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Horo JieyeHust onyxojeii y gereii 'bY3 «Cankr-Ilerep-
OYprcKuil KIMHUYECKUI HaydHO-TIPAKTUYECKUI ILIEHTP
CIIELIMAIM3UPOBAHHBIX BUIOB MEIULIMHCKON ITOMOIIU
(onkonormyeckuii) um. H.I1. HamankoBa», roe yacTtu
M3 HUX [0 MOKa3aHusIM Oblia IPOBeIeHa alblOBaHTHAs
nomuxumuoTeparnus (ITXT). B 8 cnyuasx 6110 3aukcu-
POBaHO BO3HMKHOBEHHE JIOKAJIBHBIX PELIMIMBOB TEPATO-
MBI B CPOKHM OT 2 Mec 1o 1,5 ner.

DakT IMOBPEXICHUS LIEJIOCTHOCTU OIIyXOJIU ObLI
yctaHoBieH y 25 (33,3 %) nereii: npu Tepatomax KKO —
y 23 (92 %), meu — y 1 (4%), OpIOLIHOI MOJOCTU —
y 1 (4 %). Cnyyan HapylleHUs LEJIOCTHOCTH OIyXOJIU
BKJIIOUAJId BHYTPUYTPOOHYIO MYHKIUIO KUCTHI (n = 1),
YacTUYHOE MHCCceYeHUe TuraHTckoii Ttepatombl KKO
B xone EXIT-mpouenypsl (n = 2), pa3pbIB OIyXOJEBbIX
000j09eK B pofax (n = 3), MyHKIIMU WIM HEeIpeIHaMme-
PEHHOE MOBPEXICHNE KUCT MHTPAOIIePalIMOHHO (n = 24),
IIpU 3TOM y 4 IeTeil UMeIO MECTO COYETaHUE HECKOJIBKUX
BapHUaHTOB MOBpexXAeHUs (puc. 2).

B 1esioM npeaHamMepeHHOE HapylleHUe 1LeJIO0CTHOCTI
TKaHU TEPAaTOMbI Ha aHTe-, UHTpa- WM IOCTHATAJIbHOM
aTarax uMeso Mecto y 5 (6,7 %) u3 75 mauueHToB, B TO
BpeMsI Kak B ocTalibHbIX 20 (26,7 %) ciydasix OHO HOCHIIO
CJIy4yalHbIM XapakTep.

J1st majbHEeMIero CTaTUCTUYECKOrO MCCIIeI0BaHUS
M3 TPYIIIbI MALMEHTOB ¢ HAPYILIEHUEM LIEJIOCTHOCTHU OITy-
X0JIEBOM TKaHU (n = 25) ObLIM UCKIIOYEHBI 3 pebeHKa:
MaJb4uK ¢ TuraHTckoil teparomoii KKO, poxkaeHHBII
MyTeM 3KCTPEHHOIro KecapeBa ceueHUsl Ha 28-i1 Hepdene
M IIOTUOIIMIA B TeYeHUE MTEPBBIX CYTOK XU3HU OT IPOIrpec-
CUPOBaBILEH MOJIUOPTraHHON HEAOCTATOYHOCTH ; IEBOYKA,
norudmas B 3,5 Mecsilia OT TSKea0i (popMbl KUIIEYHOM
MHOEKLU, U MaJb4MK C OTCYTCTBYIOIIMMU KaTaMHe-
CTUYECKMMU JaHHBbIMK. Takum oOpa3oM, mepBas rpymia
BKJII04aJia B cebd 22 pebenka, y 3 (13,6 %) w3 HUX ObLIM
3a(pUKCUPOBAHBI JIOKAJIbHBIC PEIUAVBLI Omyxonu. M3
IPYMIIbl TALUEHTOB 0e3 JaHHBIX O HApYLICHUM LIEJIOCT-
HOCTH OITyxojieBoii TKaHU (n = 50) OBLIM MCKIIOUYEHBI
9 nmereii: 8 — BBUAY OTCYTCTBUS MHMOpPMAIIUM O KaTaM-
He3e, 1| — B CBSI3U C TUOENBIO OT HEOHKOJOIMYECKOM
NpUYUHBI Yepe3 4,5 Mecsiia 1ociie onepauuu. B mrore
BO BTOpYIO Ipyiy Boiued 41 nmauuent, y 5 (12,2 %) u3

Yucno naymeHToB

Number of patients
KKO
Sacrococcygeal region
Lea
Neck
BgnomHaﬂ nosiocTb
Abdominal cavity
3abptoLWMHHOE NPOCTPAHCTBO
Retroperitoneal space
MNepepHee cpegocTeHune
Anterior mediastinum
PoTo- 1 HocornoTka
Oro- and nasopharynx
firognuHas o6nactb
Gluteal region

Puc. 1. Pacnpedenenue écex nosopoxucdennvix ¢ I'KO (n = 75): a — no aokaauzayuu; 6 — no eucmonoeuueckum eapuanman. Grade 0 — 3peaas mepamoma;

Grade 1—3 — nespenas mepamoma; KKO — kpecmuyoeo-konuuiogas ooaacmo

Fig. 1. Distribution of all newborns with germ-cell tumors (n = 75): a — according to localization; 6 — according to histological types. Grade 0 — mature

teratoma; Grade 1-3 — immature teratoma; YST — yolk sac tumor
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Pa3pbiB TKaHM (BCKPbITVE KMCT) BO BpeMaA onepauuu
Intraoperative rupture (spillage of cysts)

MyHKLMA KUCT BO BpPems onepayum
Intraoperative puncture of cysts

MyHKLMA KNUCTbI BHYTPUYTPOOHO
Intrauterine cyst puncture

Pa3pbiB onyxonu Bo Bpems pofoB
Tumoral rupture during delivery

EXIT-npouepypa
EXIT-procedure

Puc. 2. Bapuanmer napywienus yeasocmHocmu mkanu mepamomsl y 25 Hosopoxcdennvix. Ha cxeme keadpam coomeemcmeyem 1 cayuaro, Haroxcenue
K68adpamos 0003Ha1aem 603HUKHOBEHUE HECKONbKUX 8APUAHIMOE HAPYUWEHUS UEAOCMHOCMU ONYXO0AU Y 00H020 U M020 Jce pebeHKa

Fig. 2. Variants of disruption of tumoral tissue continuity in 25 neonates with teratomas. Designations in the scheme: each square represents one case,
the interposition of several squares means combination of different variants of tumoral rupture in the same patient

Tabmuua 1. Xapakmepucmuka Ho80poXICOeHHbIX ¢ MEPAMoOMamu, BKAHHUEHHbIX 8 blOOPKY 05 Camucmu4eckoeo anaiusa (n = 63)

Table 1. Characteristics of newborns with teratomas, included in the cohort for statistical analysis (n = 63)

Tucronornueckne
Ipynna nanueHToB Yucio manueHToB IIXT Penuausnl JleTa/IbHBIE HCXOBI
Patient group Number of patients  BAPHAHTDI PCT Relapses Lethal outcomes
Histological types
Grade 0 — 16 —
Ipynna 1 (c HapylieHueM Grade | — 3 — — —
LIEJIOCTHOCTHU TEPATOMBbI) 22 Grade 2 -0 = = =
Group 1 (with tumoral rupture) Grade 3 — 1 — 1 —
+ OXM/+ YST -2 2 — -
Ipynma 2 (6e3 HapylLeHus Grade 0 —31 B 2 B
L[IgIOCTHOCTM Te I;.};I:MLI) G - - -
Group 2 (withoutp 4l Grade2 =1 B n B
tumoial rupture Cimdles —J B . N
D + OXM/+ YST— 4 = 2 2
IIpumevanue. + OKM — npucymcemeue ¢ mxanu mepamomoi 3nemenmos O2KM.
Note. + YST — presence of YST component in the tissue of teratoma; PCT — polychemotherapy.
KOTOPbIX ObLIHN Sa(l)l/IKCl/IpOBaHbI JIOKAJIbHBIE PELHMAMBBI PeSyJIbTaTbI

OITyXOJIM, B 2 clydyasx IPUBEAIINE K TMOeJr OOJbHBIX
B Bo3pacTe 2,5—3,0 mecsaua xxu3Hu. Takum oopa3om, Bce-
ro B UCCeN0BaHMe ObLIM BKIIOYEHBI 63 MMallieHTa, B TOM
yucie 8 ciydaeB JJOKaJbHBIX peuuanuBoB. Pacripenenenue
TUCTOJIOTMYECKUX BapUaHTOB TEPaTOM Cpeau TMallMeHTOB
0o0enx rpymniIl MpeacTaBiaeHo B Tao. 1.

B rpynmy ¢ HapylieHueM IEeJIOCTHOCTH OITyXOJIHu
BOIIUIM 2 NIEBOYKM C HaJU4YueM B TepaToMe (POKYCOB
OXM. O6e nonyunnu no 2 kypca IXT (uucrnatua +
Berieaun). B TeueHue 2 u 7 net HaOMIOAEHUS peLUINBOB
He oTMeueHo. [IpumeyarenbHO, UTO BO BTOPO TpyIime
(Cc HEMOBpEXAECHHBIMU TepaTOMaM1) HUKOMY 13 4 mauu-
eHtoB ¢ OXKM ne 6buta mpoBeneHa IIXT. B 2 ciyuasx
9TO OBIIO OOYCIOBJIEHO KpaliHel TIKeCThlo OOIIero
COCTOSIHUS neTeil BBUAY uX HemoHomeHHocTr (30 u 31
Hezmens). Y o00OMX MalMEHTOB OTMEUEHO paHHee pa3BU-
THE PELIMAMBOB OIyX0JU (B Mpeneiaax 2 Mec Mocie ore-
pauumn), ae4eHue KOTOPBIX 0Ka3anoch HeaMdOEKTUBHBIM
U 3aKOHYMJIOCH JIeTAIbHBIM McXoaoM. B 2 npyrux ciyyasx
I[MXT He npoBomuiach IO MPUYMHE KATErOPUYECKOTO
OTKaza poautesieil (n = 1) uiau nmo peleHuto BpaueoHoro
KOHCWJIMYMa C YY€TOM MaJIoro BO3pacTa U HETOHOIIECH-
HocTu pebeHka (7 = 1). O0e JeBOUKM XKUBHI, B TEUCHUE
13 u 16 et peLraIMBOB TEPATOMBI HE OTMEYEHO.

Bbul BBINOJNHEH CTaTUCTUYECKMII aHAIU3 3aBUCUMO-
CTU Pa3BUTUS PELIMAMBA TEPATOMBI OT (pakTa HapyIIeHUS
LIEJIOCTHOCTU OITYyXOJIEBOM TKAaHW MPM TeX WA HHBIX
00CTOSITEILCTBAX IIyTEM CPaBHEHMSI YaCTOThl BO3HMKA-
BILMX PELMIAMBOB B JABYX IPYIaxX C ITOMOIIbIO TOYHOI'O
kputepuss @Puitiepa. B KayecTBe KOJIMYECTBEHHON MepPbl
addekTa mpu cpaBHEHUM OTHOCHUTEIbHBIX ITOKa3aTeseit
PacCUMUTHIBAJIOCh OTHOIIEHME IIaHCOB ¢ 95 % mosepu-
TeJbHbIM MHTepBaioM. OlieHKA CUJIBI CBSI3U MEXIY KaTe-
ropuajabHbIMU MOKA3aTe/ISIMM BBIIOJIHSIACH C IIOMOIIbBIO
koaddunmenta V Kpamepa, 3HaueHUs KOTOPOTO UHTEP-
MPETUPOBAINCH corjlacHO pekoMmeHaausM Rea & Parker
(2014). Paznuuus CYUTAIUCh CTATUCTUYECKU 3HAYUMBIMU
npu p < 0,05. BbruuciaeHus: BBIMOJHEHBI MPU TTOMOIIMN
nporpammbl StatTech v. 4.9.5 (OOO «Cratrex», Poccus).

PesysbraThl CTATUCTUYECKOTO aHAJIM3a IIPEeACTaBICHbI
B Ta0JI. 2 1 Ha puc. 3.

TakuM oGpa3oM, IIpU OLIEHKE IOCJIeoIepallMOHHOIO
TeYeHUsI B3aBUCMMOCTH OT HAPYILIEHHUS LIEJIOCTHOCTU Tepa-
TOMBI CTATUCTUYECKM 3HAYMMBIX Pa3IMYMii MEXKIY ABYMSI
rpymIiaMu BbISIBUTH He yaanoch (p = 1,000; TouHbIN Kpu-
Tepuit @uirepa). CBs3b HapyLIEHUS LIETOCTHOCTH Tepa-
TOMBI M BapHaHTa IOCJICOIEPallMOHHOIO TeYeHusl OblLia
HecyiiecTBeHHOM (koadduimeHnt V Kpamepa = 0,02).
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Tabmna 2. Anaauz nocaeonepayuoHH020 me4erus 6 3aeucCumocmu om HapyuleHus ueaocmuocmu mepamomolt

Table 2. Analysis of postoperative course depending on preceding rupture of teratoma

Hapymenue ueJ
Rupture of teratoma

TepaToMbl

Tounblii Kputepuii Pumepa

Fisher’s exact test

0bL10 He 0bL10
happened never happened

5(12,2 %)
1 1,000
36 (87,8 %)

IToka3zarenn Kareropun
Indicator Categories
C peuuanBom
3(13,6 %
IMocneonepannoHHOE TeYEHUE With relapse ( o)
Postoperative course Bes peumausa
Without relapse 19 (86,4 %)
13,6 12,2
=3
=
Sy
33
=S
o2
52
TS 86,4 87,8
£5
sa
=}

6bin0 / happened He 6bino / never happened

HapyLueHue L4enocTHoCTn TepaTombl
Rupture of teratoma

lMocneonepaunoHHoe TeveHune:
Postoperative course:

. c peungueom / with relapse
D 6e3 peunavisa / without relapse

Puc. 3. Coomuowenue cayuaesé peuuousos u 0Oes3peyudusHoeo me4erus
6 2PYNNAX NAUUEHMO8 C HAPYUEHUEeM UeAOCMHOCIU MKAHU Mepamomol
u 6e3 Heeo

Fig. 3. Relapse and relapse-free postoperative course ratio in groups
of patients with and without rupture of teratoma

IllaHCchl BO3HMKHOBEHMSI PELMAMBA B IPYIIE ClIydacB
HapylIeHMs LIeJTOCTHOCTH TepaTOMbI ObLIN BhIlIe B 1,137
pasa I10 CpaBHEHUIO C IPYIIIOil cydyaeB 0e3 HapylleHUsI
LIEJIOCTHOCTH, IIPY 3TOM Pa3/IM4Msl IIIAHCOB He ObLIM CTa-
TUCTUYECKU 3HAUMMBIMU (95 % NOBepUTETbHBIM UHTEP-
BaJ coctaBui 0,100—5,279).

Oo0cyxneHue

HMHTeHCHBHOE pa3BUTUE aHTEHATAJIBHOM JIUarHoc-
TUKUA B TOCIIEAHUE ISCSTUICTUSL CIEIal0 BO3MOXHBIM
paHHEe BBISIBJICHUE TEPAaTOM, YTO MO3BOJISIET KOHTPOJIMU-
poBaTh B JAMHAMUKE TEMII POCTa OIIYXOJIU, CBS3aHHBIC
C 9TUM U3MEHEHUSI O0IIIEr0 COCTOSIHUS TIoAa U OepeMeH -
HOM >XKEHIIMHBI, a TAKXKE CBOCBPEMEHHO BBISIBJISITH ITOKA-
3aHUsI K BHYyTPMMATOYHBIM BMEIIATeIbCTBAM (HaIrpuMep,
IYHKIMS M OINOPOXHEHME KPYIHBIX KHUCT TEePaTOMbI)
U BIOMpPATh ONTUMAIbHBIN CIIOcO0 pomopaspelieHus [8].
B cayyaax 6oabimx pa3zmepoB Tepatom KKO u meiiHoii
JIOKaJIM3allMK TTOKa3aHO KecapeBO CeYeHUe, MPU3BaHHOE

B TOM YHUCJI€ CHU3UTh PUCK pa3pbiBa TKAHU OIyXOJU BO
BpeMs U3BJIEUEeHUS TUIoAa. DTOMY Xe MOXeT 3(pdDeKTuB-
HO cnocobctBoBaTh IaHupoBanue EXIT-npouenyp.
ITpu oueHKe pa3sMepoB OMYyXOJU Mbl MCITOJb3yeM Ipaja-
LIMIO MO TUaMeTpPy, U3HAYaJIbHO MPEIoKEeHHYI0 B 1975 1.
R.P. Altman ans tepatom KKO u ¢ Tex mop mmpoxo
MpPUMEHSIEMYI0O MHOTUMU aBTOpPaMM: 0 5 CM — OMYXOJb
MaJbIX pa3MepoB, 5—10 cM — OIyXoJib CpeIHUX Pa3MEPOB,
10—15 cM — omyxo:b 00JIbIINX pa3MePOB, OoJiee 15 cM uau
MpEeBbIIIAIOLIINE AUAMETP TOJIOBbI HOBOPOXIEHHOTO —
OIMYXOJIM TUTaHTCKUX pa3mepos [16, 17].

B Haieit koropte maiMueHTOB BO BCEX CydyasiX aHTe-
HaTaJIbHOTO BBISIBJIEHUSI TEPATOM C HAPY>XHBIM KOMIIO-
HEHTOM OOJIbIIIUX U TUTAHTCKUX pa3MepoB (n = 24) poabl
MPOMCXOIMIN IyTeM KecapeBa ceueHus. Y 21 (87,5 %)
HOBOPOXXAEHHOTO 3TO MO3BOJIUIIO U30€KaTh BOZMOXHOTO
TIOBPEXKICHMST OITYXOJIU, B TO BpeMsT Kak B 3 (12,5 %) ciy-
yasix pa3pbIBbl TKAHEH BCE ke MPOU30IIUIN. DTUM Moa4Yep-
KMBAETCS BaXXHOCTb HE TOJBKO BBIOOpAa OMTUMAaIbHOTO
MyTHU POJOPA3PELIECHUSI, HO U INTAHUPOBAHUSI aHTEHATAJb-
HbIX BMemaTeabcTB U EXIT-mpouienyp nmpu BbISIBIEHUU
y IUIOia TepaTOMbl 3HAUUTEIbHbBIX pa3MepoB. K coxaie-
HU10, y Hatux nauueHToB ooe EXIT-npouenypbsl Hocuiun
SKCTPEHHBII XapaKTep: ofHa Oblaa MPOAUKTOBaHA HEOO-
XOIUMOCTBIO YIIIMBAHUSI CTEHOK BCKPBIBIIEWCS B Xome
PONOB KUCTHI B LIEJISIX OCTAHOBKU KPOBOTEUEHUS, Apyrast
norpedoBajach MPU BHE3aHOW OCTaHOBKE WM3THAHUS
TUiofa BO BpeMsl yXe HauyaBLIMXCS BarMHAJIbHBIX POAOB
(BBUy HECOOTBETCTBUSI TMTAaHTCKOTO OOBbEMa OITyXOJu
pa3MepaM POAOBBIX IMyTeil) B OTCYTCTBUE MPEAIIECTBO-
BaBllIeli MpeHaTaJbHOW AUMarHOCTUKMU [9].

B ciyyasix pa3psiBa 000J104eK TepaTOMBI B pofax, paB-
HO Kak u nocJje akcTpeHHbix EXIT-npouenyp, ynajieHue
OITyX0JIU PeOEHKY MPUXOAUIOCH BBIMOJHATh B 3KCTPEH-
HOM TIOpSIIKE, YTO YMEHbIIAI0 BO3MOXHOCTU IOJHO-
LIEHHOTO MpeaonepallMOHHOTO 00CIeN0OBaHUSI, BKIIOUast
UMelolllee BaXKHOE 3HaueHUe OIpeAesieHue H3Hayasb-
HOTO YPOBHSI OHKOMapKepoB — ajb(a-deronporernHa
1 0eTa-XOPUOHUYECKOTO0 TOHAAOTPOINKMHA 4YelOoBeKa,
a TaKXKe IPOBeJIeHUE KOMITBIOTEPHOI/MarHUTHO-PE30-
HaHCHOI ToMorpacduu 001acTu JoKaIu3aluu obpa3oBa-
Hus. HanpoTus, BBITTOJTHEHHAS B OJHOM CJly4yae 3arlaHu-
pOBaHHasl BHYTPUYTPOOHAsT MyHKIIUSI TUTAHTCKOM KUCTBI
tepatoMbl KKO mo3Bosnuna n3dexarb NOMOJTHUTEIbHON
TpaBMaTU3alllU OIMYXOJIU B pOAaX, MOJHOLIEHHO 00cien0-
BaThb HOBOPOXIEHHOIO COINIACHO MPOTOKOJaM W TMOJro-
TOBUTKCS K ONIEPAaTUBHOMY BMEIIATEeJIbCTBY Ha 3-U CYTKU
XKU3HU (Tab1. 3).
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Ta6anua 3. Xapakmepucmuia HO80POICOEHHbIX ¢ HAPYUIEHUEM UeAOCHHOCIU mepamom 0o onepayuu (n = 5)

Table 3. Characteristics of newborns with teratomas ruptured before surgery (n = 5)

Cpok
ITaumen- | aHTEeHaTANBHOI

TepaToMbl
ThI JIMATHOCTHKH, HeJl

Pa3mepni
Jlokanu3zanus |TepaTomsl, M
[16, 17]

BapuanT ponos

BapuanT Hapymenus
LeJOCTHOCTH OMyX0JIH
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Onpenenenue

LIS yposusi ADII,

HA MOMEHT
onepanuu

Putients || Time of antenatal Locali-zation of : Size of Mode of delivery Varlalft of tumoral Age at the time L
s, A teratoma teratoma, cm rupture s serum AFP,
: [16, 17] f-HCG
KKO Turanrckue Kecapeso B}fg“g;i;iiif 3 cyTOK
1 13 Sacrococcygeal Giant ceyeHue YHKIAA Y + +
. . . Intrauterine cyst 3days
region 15 %20 Caesarian section
puncture
BaruHanbHble
DKCTpeHHast
KKO Turanrtckue  pombl — Kecape-
. EXIT-npouenypa 9 yacoB
2 — Sacrococcygeal Giant BO ceyeHue — —
. : . Urgent EXIT- 9 hours
region 20 % 10 Vaginal delivery —
. . procedure
caesarian section
Pa3sphrIB B po-
Iax, SKCTPEHHAsT
KKO Turanrtckue KecapeBo EXIT-npouenypa
. . 6,5 yacoB
3 22 Sacrococcygeal Giant ceueHue Rupture during I —
. . . . 6,5 hours
region 25 x 27 Caesarian section delivery,
urgent EXIT-
procedure
KKO Bonbime Kecapeso ]]:a?b;z 8 4acoB
4 22 Sacrococcygeal Large ceyeHune [ORERS — aF
. . . Rupture during 8 hours
region 10 x 10 Caesarian section .
delivery
KKO KecapeBo BT
5 20 Sacrococcygeal WA ceyeHue g 1o — —
CCv8 Giant > 15 . . Rupture during 7 hours
region Caesarian section .
delivery

Ipumevanne. APIT — anvpa-gpemonpomeun; f-XI'1 — 6ema-xopuonuueckuii 2onadomponun yenrosexa; KT — komnsromepnas momoepagus; MPT — macnumno-pe3onancHas

momoepaghus.

Note. AFP — alpha-fetoprotein; - HCG — beta-human chorionic gonadotropin; CT — computed tomography; MRI — magnetic resonance imaging.

[IpeobnamaroniuM BapraHTOM HApYIICHUS IIEJIOCT-
HOCTM TepaTOMBI SIBUJIOCH €€ WHTPAOIlepalliOHHOE
rnoBpexacHue (pa3pblB WK IMyHKLMS KucT): 24 (32 %)
cyJast Ha 75 olepaTUBHBIX BMEIIIATCIIBCTB.

[IpemHaMepeHHBIC MYHKIIWKM KHUCT, MMEBIINE MECTO
IIpY yOaJICcHUW TepaToM y 4 HOBOPOXICHHBIX, OBLIN
BBI3BaHBI TEXHUYCCKUMM TPYIHOCTIMHU. B 1 ciydae 3To
OBUTIO OOYCIIOBIICHO TMTAaHTCKUMHU pa3MepaMi TePaTOMBI
KKO 1-ro tuma, y 2 meTeit IIpecakpaibHBIA KOMIIOHEHT
tepatombl KKO 3-T0 THTIA pacripocTpaHsuIcs I10 3a0pio-
IIIMHHOMY ITIPOCTPAHCTBY OO HIKHETO TIIOJIfoca JIEBOM
nouku, y 1 pebeHka nmesa MECTO TepaToMa OpPIOLIHOK
IMOJIOCTU, WHTHUMHO TIpWJIeTaoInas K IIOAB3IOITHBIM
cocynaM 1 aopte. Bo Bcex ciydasix pelreHue o MyHKITUN
MIPUHUMAJIOCh BO M30eXKaHME pa3pbiBa caMOI OITyXOJIN
WJTH TIOBPEXXIACHMS OJIM3JICKAIINX OPTaHOB.

Hau6osmpiiee 9mciao ciayyaeB MHTPAOIICPALIMOHHOTO
HapyIICHNS LIEJTOCTHOCTU TKAHU TEPATOMBI TIpEACTaBISI-
JIM COOOM 3TM30IbI HETIPETHAMEPEHHOTO BCKPBITHUS KUCT
(20 (83 %) u3 24) u3-3a TPYAHOCTHU BU3YaJTU3alIMK UX TOH-
KHX CTEHOK B XOJI¢ TMCCEKIIM.

CaMBIM aKTyaJIbHBIM M3 BO3MOXKHBIX HeXKeJIaTeITbHBIX
COOBITHIT Y HOBOPOXKICHHOTO TTOCTIC YIATICHUS TePaTOMBI
SIBJIICTCS BO3HMKHOBECHHME JIOKAJbHOTO peuuauBa. [lpu
5TOM HE MEHee IMOJIOBIUHBI TAKUX PEIIUANBOB ITPEICTABIIS -
0T C000i1 TUCTOJIOTUYECKHU 3I0KAYCCTBEHHBIN BapraHT —
OXM |2, 13]. TIlpoBemeHHBIII HaAMU CTaTUCTHYE-
CKMII aHaji3 BCEX CIy9acB C M3BCCTHBIM KaTaMHE30M
(2—20 7eT) TPOIEMOHCTPHUPOBAII OTCYTCTBUEC YOCSIUTEITh-

HO¥ KOppesIun MeXIy (haKTOM HapyIIeHUS LIeTOCTHO-
CTH TepaTOMBI U PUCKOM BO3HMKHOBEHUSI PEIIINBA.

Kak Xe ciemyeT OTHOCUTBCSA K IOTOOHOMY Pe3yJbTa-
Ty? C OOHOM CTOPOHBI, PSI IMyOJUKAIINA, BKITIOYAsT OTe-
YeCTBeHHbBIC KIIMHUYECKNE peKoMeHIaunu Poccuiickoro
001IIeCTBA IETCKUX OHKOJIOTOB W reMarosioros oT 2024 r.
[18], a Taxke 3apybexkHbIi mpoTokor MAKEI-2005 [19],
TIPUPABHUBAIOT Pa3pbIB KaIlCyJIbl TepaTOMBl MM ITyHK-
U0 OMHON M3 ee KUCT K ITOHSITUIO «HEITOJTHOM pe3eK-
OUW». DTO TMPEICTABIISICTCS aHATOTMIHBIM HATMIUIO OITy-
XOJIEBBIX KJICTOK IT0 Kpalo pe3eKIINN, KIacCu(PpUIIpyeTcs
B pyopuke «R1» m paccmarpuBaercss cpenu (haKTOpPOB,
BIMsIOIMX Ha mcxon. C Apyroil CTOPOHBI, CYIIECTBYIOT
WCCIIeIOBAaHMSI, YTBEPXKIAIOIINE, HATIPUMED, YTO B OTJIH-
Y1e OT pa3phbiBa MAaPECHXMMATO3HOM YaCTH OIYXOJIM BHITE-
KaHNEe XHIKOTO COIEPXMMOIO KHUCTHI IIPM TepaToMax
KKO He nmoBbIIiaeT puck peunausa [1, 2].

B 10 Xe BpeMs 1m0 Mepe HaKOIUICHUS OITbITa MBI BCE
OopIre yoexmaemcst B ToM, uto noBeaeHue I'KO y mereit
MJIAIIIETO BO3pacTa, B TOM YHCJIC HOBOPOXKICHHBIX,
WMeEeT PSII OCOOCHHOCTEH, M 3TO MOCTETICHHO HAXOIUT
OTpaXXeHWe B OHKOJIOTMYCCKUX TTOAXOMaxX 1 IMIPOTOKOJIaX.
Tak, ¢ TedeHHEM BpeMEHU IUISI TepaTOM Y HOBOPOKICH-
HBIX YTPATUIO MPAKTUICCKYIO U TIPOTHOCTUICCKYIO 3Ha-
ynuMocThb nesleHne Ha Grade 1—3 He3penbix TepatoMm [20],
«CMSITYMIINCh» TI0KazaHust K TpoBeaeHuto [IXT mocie
ymaneHust omyxoieit RO m R1, cogepxammx ogarn O2KM,
B Bepcuu 2005 1. (1o cpaBHeHMIO ¢ Bepcueit 1996 r.) mpo-
tokoma MAKEI [19]. B marHy0 TeHICHIINIO IOTCHIIN AT~



m POCCUIACKNIA XXYPHAT

POAOr ETCKOW FTEMATONOIWN u OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology

HO MOXKET BITMCAThCs M OTHOIICHUE K IpeaHAMEPEHHOMY
100 cIydyaliHOMY HapyIIEHMIO IIEJIOCTHOCTHU OITyXOJe-
BOI TKaHM KaK K HEOJarompusaTHOMY ITPOTHOCTUYECKOMY
dakTopy: HEe UCKIIIOUYEHO, YTO B IIEPCIEKTUBE 3HAUUMOCTh
€ro JIJIs TepaToOM Y HOBOPOXXICHHBIX OyIeT MepecMOTpeHa.
OmHako I TMOATBEPXKACHUS MOJOOHOTO IPEAIOIoXKe-
HUSI HACTOSIIIETO MCCAeNOBaHMSI, 0€3yCIOBHO, HEIOCTa-
TOYHO, TpeOyeTcs OoJjiee TyOoKoe u3ydeHune Bompoca Ha
OCHOBaHMU OOJIIINX BEIOOPOK MAllMEHTOB.

BoiBopl

1. HapymeHue 1IeIOCTHOCTU TKaHU TepaToM
Yy HOBOPOXKIEHHBIX B OCHOBHOM HAaO0JII01a€TCsI IIPU KPECT-
LI0BO-KOITYMKOBOI1 JIOKAIN3ALIMH.

2. B6,7 % ciyyaeB TepaToM IIPUXOAUTCS IIpUOEraTh
K IpeaHaMEePeHHOMY HapYIIEHUIO 1IEJIOCTHOCTH OITyXO-
JIGBOl TKaHU B XOJ¢ BHYTPUYTPOOHOTO BMeEIIaTeIbCTBA
(HarpuMep, MyHKLMS U OTIOPOXKHEHUE OOIBIION KUCTHI),
EXIT-nporenypbl, HallpaBIeHHOW Ha YMEHbIIICHUE 00b-
eMa 00pa30BaHMUsl, a TAKXKE K IMIYHKIIMU KUCT MHTpaoIiepa-
11OoHHO. ITogo0HbIE CUTYalluU SIBJISIIOTCS HEM30eXKHBIMU
M BBIHYXICHHBIMM, KOIIa pedb MIET O COXpPaHEHUU
KW3HU TIJ10a/HOBOPOXKIEHHOIO pebeHKa W/WIM €ro
Marepu.

3. AHTeHaTajbHas [UArHOCTHUKA, BBIIIOJHEHHAsI
OIIBITHBIM CIIELIMAIMCTOM, TO3BOJISIET KaK IIPOTrHO3UPO-
BaTh, TaK U NPO(PUIAKTHPOBATH BOZMOXKHBII pa3pbiB 000-
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JIOYEK OITYXOJIM B POJax, CIIOCOOCTBYS HE TOJIBKO BBEIOODY
OINTUMAJILHOTO IIYTH POAOPAa3peIIeHNsI, HO U TPaMOTHO-
My IUIAaHMPOBAaHUIO BHYTPUYTPOOHOTO BMeIIaTe/IbCTBA
u/vmm EXIT-nipouieaypsl.

4. TloBpexaeHue TepaTOMBI BO BpeMs ee yaaJeHUs
Y HOBOPOXICHHOTO 10 OObEKTUBHBIM IMMPUYMHAM ITPOUC-
XOIUT MOBOJBHO 4yacTo (mpu 1/3 orepaTHBHBIX BMeIla-
TEJIbCTB), B CBSI3M C UeM MMEET IPaBO paccMaTpUBaThCS
KaK XOTd M HeXeJlaTeJIbHOe, HO BIIOJHE OXHUIaeMOe
MHTpaonepalMoOHHOE COObITUE.

5. B Xxome mpoBeneHHOIO CTAaTUCTUYECKOTO aHaI13a
3aBUCMMOCTM BO3HUMKHOBEHMSI PELIMIMBA TEPaTOMBI OT
(akTa HapylIeHUs] ee LIeJIOCTHOCTU B Hallleii BHIOOpKeE
He MmojiyyeHo. B ¢BA3M ¢ 3TUM IpOrHOCTUYEeCKasl 3HAUH -
MOCTB TaHHOTO (haKTopa y HOBOPOXIECHHBIX, BOBMOXHO,
TpeOyeT MepeoCMbICICHHS, OMHAKO JJISI 3TOI0 HEOOXOIu -
Mo OoJiee TIy0oKoe M3ydeHue ¢ MCIOoIb30BaHueM Ooee
MacIITaOHBIX BEIOOPOK MAIlleHTOB.

Hu B xoeM cityyae He MpU3bIBasi K UTHOPUPOBAHUIO
OCHOBOIIOJIATaIOIINX TTPAaBWJI OHKOJOTUM U TIPUHIIUIIOB
aKKypaTHOM, TLIATEJIbHOU Y IO BO3MOXHOCTH MPELIU3U-
OHHON XMPYPru4eCKOM TEXHUKM, Pe3yJIbTaTbl ITaHHOIO
HCCIIeIOBaHMsI, BEPOSITHO, MOTYT CIYKUTh 00OOCHOBAaHU-
eM JIJI1 aHTeHaTalbHBIX BMelnaTeabeTB, EXIT-npouenyp,
a TaKXe MpeIHAMEPEHHOM MHTPAOIIEPALIMOHHON ITyHK-
LIUW KUCT B PsIie BRIHYKACHHBIX CUTYALIUI TIPU JICUCHUUN
TepaTOM Y HOBOPOKICHHBIX.

OpuruHanbHble uccneposanus // Original studies
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MdapmakoKuHeTUYEeCK1e napameTpbl U ONbIT NPUMEHEHUS
nepuonepaunoHHOi NPOANEHHON NH(PY3UN KOHLEHTPATOB (DAKTOPOB
ceeptbiBanusa VIl n IX y pereit ¢ remocpunuamn A u B

J.B. ®uaopunckmii’, A.B. IToxeraes!, T.1I0. Adomxkuna’, E.A. Cepéruna’-2, I.H. Bopoxuos', H.A. Bojbmakos!,
B.B. Illykun!, A.B. ITmonkun', H.C. Ipaues’, IT1.A. ZKapkos!

'OIBY «<HMHUIL] ITOHU um. JAmumpus Poeauesa» Munzopaea Poccuu; Poccus, 117997, Mockea, ya. Camoper Mawena, 1;
2QI'BYH Llenmp meopemuueckux npobaem @usuxo-xumuveckoi apmaronoeuu PAH; Poccus, 109029, Mockea,
ya. Cpeousin Kanumnuroeckas, 30

Konrakrabie nannble: Jvumpuii bopucosuu @nopunckuii dmitriy.florinskiy @dgoi.ru

Axmyaavnocms. [lpoosennas ungy3us KoHyeHmpama @GaKmopa ceepmvléanus Nno36oasem 000Uumsbcs cmaduabHol aKmugHOCmU
Oepuuumno2o Pakmopa Ha RPOMANCEHUY OAUMENbHOL0 8DEMEHU U 8bI2AS0UM NPUBACKAMENbHOU ANbMEPHAMUBOU DONHCHbIM 86E0CHUAM
KOHUEHmMpPama 6 pamkax nepuonepayuoHHol npoOUAGKmMuKU.

Ileab uccaedosanus — oueHka hapmaKoKUHeMmu4ecKux napamempos npu UCNoAb308AHUU NPOONCHHOU UHDY3UU KOHUEHMPAmo8 (pakmopos
VIII uau IX y demeii ¢ meuenuem eemogpuauu A (I'A) uau B (I'B) 6 nepuonepayuonnom nepuoode  peanvHoil KAUHUYECKOU npaKmuxe.

Mamepuaavt u memoowt. [Iposeden pempochekmueHblll aHAAU3 OAHHBIX MeduyuHckoi dokymenmauuu demeii ¢ TA u I'B, noayuasuiux
Xupypeuueckoe jaeueHue Ha (HOHe NPOONeHHOU UuH@y3uu KoHyenmpamos Gaxkmopos VIII uau IX 6 ycaosusx HMUI] JTOU
um. JImumpus Poeauesa ¢ 2015 no 2024 . Ouenusarucev credyrnujue papmakoxuHemuuecKue napamempul: akmueHoCms HaKmopos
(ACL TOP 700) VIII u IX do momenma 66edenus KoHyenmpamos, yepes 30 Mun om MomMeHma 66e0enus U Ha4aia onepayuu, a maxice
Kascovle 24 v om MOMEHMA NpPOGeOeHUs XUPYPeUHecK020 emeulamenscmed 00 OKOHYAHUS UHQY3UU, UCCAed08anUCy NAPAMEempbl
MpoMO03NaACMOPAMMbBL, AKMUBUPOBAHHOE YACMUUHOE MPOMOONAACMUHO80e 8peMs (00HOCMAaduiiHblil KaommuHeosslii Memod HemosIL,
Instrumentation Laboratory, USA). Ilposedena ouenka eemoppasuneckux nposeaenuil, Haauuus uHeubumopa K axkmopy u mpomoo308
6 PaHHeM HOCAeONePaylOHHOM nepuoode.

Pesyasmamot. B uccaedosanue exarouenvt 5 nauuenmos ¢ ITA u 2 — ¢ I'B. Meduana éo3pacma na momenm npoedenus Xupypeuieckozo
emewamenscmea cocmaeuna 14 aem (pasopoc — om 1 eooa do 17 nem). Bce b6oavhble neped onepauueii noay4uiu 00AHCHYI UHPDY3UIO
6 doze om 1000 do 5000 ME c danvHeiimum nepexodom Ha npooaeHHYr uH@y3uro gpakmopa é meduannoii doze 5 ME/ke/u (pazopoc — om
3,500 9,0 ME/ke/4). Y 6cex demeii ommeuanucey ycmoiuugvie napamempul papmakoKuHemuKuy, akmusHocms degpuyumuoeo gpakmopa oovina
6 odicudaemom ouanasone. Hu 'y 00H0e0 hayuenma Xupypeuueckoe 6Meulamencmeo He 0CA0NCHUAOC KPOBOMeEHeHUEM UAU MPOMOO30M.

3akarouenue. B peanrvnoil kaunuveckoii npakmuke npu npumeHeHuu npooseHHoU uH@ysuu Konuenmpamog pakmopos VIII uau IX
6 doze 3,5—9,0 ME/ke/u docmuehymol cmabunvHvlie napamempul GapmakoKuHemuku, no360Asai0uue Ucnoab308ams ux y oemeil npu
NAGHUPOBAHUU NEPUONEPAYUOHHOU NPOPUAAKMUKLU.

KmoueBbie ciaoBa: xonueHtpar (akrtopa VIII, konueHtpat daktopa IX, remoduius A, remodunust B, kpoBoreueHwus,
0e301acHOCTb, IETH, XUPYPTUsi, pouieHHast MHGY3us hakTopa

Jlna  uutupoBanus:  Dmopunckuit J.b., TIlomeraeB A.B., Sdomxkuna TIH., Cepéruna E.A., Bopoxios W.H.,
Bonpmakos H.A., Illykun B.B., ITmwonkun A.B., Ipaues H.C., XKapkop I1.A. dapmMakKOKMHETUYECKKME TMapaMeTPhbl M OIBIT
MpPUMEHEHUs TIeproIepalMOHHOM MPoIJIeHHOM MH(Y3UU KOHLIeHTpaToB (pakTopoB cBepThiBaHus VIII u IXy neteit c remopunusamu
A u B. Poccuiickuii XypHaJs IeTCKOI reMaToIornu 1 onkosoruu. 2026;13(2):73—-9.
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Introduction. Continuous infusion of factor concentrate makes it possible to achieve stable activity of the deficient factor over a long period
of time and appears to be an attractive alternative to bolus administration of concentrate as part of perioperative prophylaxis.

The aim of the study — evaluation of pharmacokinetic parameters when using continuous factor infusion VIII and IX concentrates in children
with hemophilia A and B in the perioperative period in real clinical practice.

Materials and methods. A retrospective analysis of medical records data from children with hemophilia A and B who underwent surgical
treatment with continuous infusion of factor VIII concentrate was performed at the Dmitry Rogachev National Medical Research Center
of Pediatric Hematology, Oncology and Immunology from 2015 to 2024. The following pharmacokinetic parameters were also assessed during
administration (ACL TOP 700): activity of factors VIII and IX before the administration of concentrate, 30 min after the administration
of the concentrate dose and the start of surgery, at finish of the surgery and also every 24 h from the time of surgery until the factor infusion
was stopped (single-stage clotting method for determining HemosIL, Instrumentation Laboratory, USA), activated partial thromboplastin
time and thromboelastogram. An assessment of bleeding, the presence of an inhibitor to the factor and thrombosis in the early postoperative
period was carried out.

Results. The study included 5 patients with hemophilia A and 2 patients with hemophilia B. Before surgery, all patients received bolus infusion
atadose of 100010 5000 IUwith subsequent transition to continuous factor infusion at a median dose of 5 IU/kg/h (range — 3.51t0 9,0 1U/kg/h).
All patients had stable pharmacokinetic parameters; the activity of the deficient factor was in the expected range. No patient had complications
of surgery with bleeding or thrombosis.

Conclusions. In real clinical practice, when using continuous infusion of factor VIII concentrate at a dose of 3,5—9,0 1U/kg/h, stable
pharmacokinetic parameters are achieved, allowing its use in children when planning perioperative management.

Key words: factor VIII concentrate, factor IX concentrate, hemophilia A, hemophilia B, bleeding, safety, children, surgery, continuous
factor infusion
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BBenenue

Iemopunun A (TA) u B (I'B) Hapsiny ¢ GoJie3HbIO
BuiuteOpanma SIBISIOTCS OOHUMM M3 CaMbIX YacThIX
HAaCJIeICTBEHHBIX reMopparu4eckux 3a00JIeBaHUI
y B3pOCIbIX U aeTeit [1]. OnHUM U3 MpOSsIBJICHU, a TaKxkKe
HEPEJIKO MEPBbIM CUMIITOMOM SIBJIIETCS KPOBOTEUEHUE BO
BpeMsI WM TTOCJIe OIlepalliu, TIPUBOJISILEe K HEOOXOIMMO-
CTH TTOBTOPHOTO XUPYPIrMYECKOTO BMEIIATEIbCTBA, MaCCUB-
HOI TpaHC(Y3MOHHOH U TeMOCTaTUYECKOI Tepanuu [2].

Bouee nmonyBeka Bo BceM Mupe 1 B Poccuiickoit @ene-
palMy B YaCTHOCTM MCIIOJB3YIOTCSI Pa3JIMYHbIC BUIbI
KOHLIEHTPATOB (haKTOPOB [UIsT MPOGUIAKTUKU KPOBO-
TEYCHUI, B TOM YHCJIe B MEepUOIePAllMIOHHOM IEepPUOJIEe
[3]. CyuiecTBYIOT pa3inyHbIe CXEMbI TIEpUOIIePALIMOHHOMN
MpoWIAKTUKY, OJHAKO B LIEJIOM BCE OILIMU MOXKHO pa3-
JIeTUTh Ha 2 Tioaxo/a: 6oJitocHast (BBeIeHUe KOHIIEHTpaTa
(hakTopa OIMH MM HECKOJBKO pa3 B CYTKU CTPYMHO)
U MpojjicHHas (BBeleHUe KOHIIEHTpaTa (hakropa ¢ orpe-
JIEJICHHOM TTOCTOSTHHOI CKOPOCTBIO) MH(MY3MU KOHIICH-
Tpata ¢akTopa [4]. Ha cerogHsilHuit JeHb BHIOOP TOTO
WM MHOTO TOAXOJa SIBJISIETCSI CKOpee NEJIOM MPUBBIYKU
M OIbITa KOHKPETHOIO MEIMIIMHCKOIO IIEHTpa WX Bpa-
ya-remaToJjiora. I[IpoBeneHbl ncciaenoBaHKs, CPaBHUBAIO-
1I1e 3TU MOAXOIbI MEXIy CO00il, KOTOphIE He MOoKa3aau
yOeIMTEIbHBIX IPEUMYILECTB TOTO MJIM MHOTO MeToza [5].
OCHOBHBIMM TIPEUMYILECTBAMU TMPOJICHHOM WHQY3UU
SIBJISIIOTCS.  BOBMOXHOCTh  TTO[UICPXKMBATh  ITOCTOSTHHBIIN
YPOBEHb aKTUBHOCTM Ie(UIIMTHOro hakTopa B KpPOBHU,
n30eraTh BBICOKMX ITMKOB M CJIMIIIKOM CUJIbHOTO CHUKEHMST
(aktopa, a TaK:Ke BOZMOXKHOCTh OBICTPOTO TO3UPOBAHMS
B BUJIE JOTOJTHUTEILHOTO OOJIIOCHOTO BBEACHUSI KOHIICH-
TpaTta (akTopa WM U3MEHEHUST CKOPOCTH MHPY3nu [6].
CTaHIapTHBIM PEXXMMOM TepaIliy y B3POCIIBIX SIBIISICTCS
HayvaJbHBIN OoJitoc AeduIUTHOrO (akTopa ¢ JajlbHei-
LM TIePEX0IOM Ha poieHHYI0 uHpy3uto 3—5 ME/kr/4

st TA u 6—8 ME/kr/4 nnst I'B [7]. B HekoTophIX Mccite-
JOBAaHUSIX OBLIO MPOIEMOHCTPUPOBAHO TAKXKE, YTO ITPOJI-
JieHHast UHQY3UST MO3BOJISIET COKPATUTh pacxon hakropa
Ha oIepaluio M, COOTBETCTBEHHO, YMEHBIIUTh 3aTpaThl
[8]. OmHuMU M3 orpaHUYEHUiI MPOBEACHUS MPOAJICHHOM
MHGY3MU KOHIIEHTpaTa hakTopa SIBJISTIOTCSI HEOOXOAMMOCTb
pacyera J103bl, KCITOJIb30BAHUE PEXMMa TTOCTOSTHHOM MH(pY-
31U, a TAKXE HEOOXOMMMOCTh B TIOCTOSIHHOM U TIATETbHOM
MOHUTOPHMHIE aKTUBHOCTU Je(UIIMTHOTO (hakTopa, YTOObI
aJicKBaTHO MOI00paTh 03y U CKOPOCTh MHODY3uM [9].

Ha ceronHsiiHuit 1eHb OOJBITMHCTBO OMYOIMKOBaH-
HBIX JaHHBIX MOCBSIIEHO aHaIU3y TaHHOTO METona Ipu
MPOBEJACHUN OPTONEINYSCKUX BMEIIATEIbCTB, B OCHOB-
HOM IIpY 3aMEHE CYCTaBOB Y B3POCJIBIX, TOTJA KaK OIIBIT
MPpUMEHEHUs TIPOUIEHHON MHGbY3UM KOHLIEHTpaTa (hak-
Topa y AeTeii orpaHuyeH [10].

Ilenblo 1aHHOTO MCCIEAOBAHMSA SIBJISIETCS  OIICHKA
hapMaKOKMHETUYECKUX ITapaMeTPOB MPHM MCITOJIh30Ba-
HUU TIPOUICHHOM MH(MY3UM KOHIIEHTPAaTOB (HaKTOPOB
VIII wim IX y pgereit ¢ TA u I'B B nepuonepaiiioHHOM
Meprojie B pealbHOM KIMHUYECKOW IPaKTHUKE, IPOXO-
nuBiuux jgeyeHue B HMUL ATOU um. JImutpus Pora-
yepa ¢ 2015 mo 2024 .

MarepuaJjibl U METOIbI

HccnenoBaHue sIBIISIETCST PETPOCIIEKTUBHBIM M TP~
cTaBJIsieT cO00M MOHOILIGHTPOBBIM aHAJIU3 JaHHBIX MEIM-
IIMHCKOM JOKYMEHTALIMKU AETel C TSDKEJIbIMU U CpeaHe-
TskeabiMu popMamu TA 1 I'B, KOTOpBIM BBITTOJHSIIUCH
pasIMYHble XUPYPTUYECKUE BMeEIIaTeJIbcTBa Ha (hoHE
MpoaJieHHOW WHGpY3UM KOoHLeHTpaTtoB (aktopoB VIII
win IX. Bcem mamueHTamM MpoBOAMIAaCh MHULIMATIbHas
6omocHass MHQY3MsT KOHIIEHTparta hakTopa HeIocpen-
CTBEHHO Iepel HavyaJloM XMPYPruyeckKoro BMelllaTesb-
CTBa WIM TMepe MTOCTAaHOBKOM LIEHTPaIbHOTO BEHO3HOIO
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KaTeTepa B Cllydyae €ro HMCIOJib30BaHuUsA. B mocieaHem
clyyae cpasy Iocjie MOCTAaHOBKM IIEHTPaJIbHOIO BEHO3-
HOTro KaTeTepa peOeHOK IepeaaBajics B ONepallMOHHbBIN
3aJ1 JUISI TIPOBENCHUSI XUPYPIMUECKOIO BMEIIaTe/IbCTBA.
ITocne OonocHOrO BBeAeHUS KOHIIEHTpaTa akKTopa
MEepexXoauIn K ero HeINpepbIBHON MHGY3UM B 103€ OT
3 no 5 ME/xr/u nnst TA u 8—9 ME/xr/4 nns I'B. beiu
coOpaHbl M MOpoaHAJM3UPOBaHbl JaHHBIE O Oa3ajbHOM
aKTUBHOCTU JIe(ULMTHOTO (pakTopa, peXuMe Teparuu,
HaJIMIMU WCCIEAOBAaHUSI TUTpa MHTUOUTOpa, BO3pacTe,
Macce Teja, A03¢ g PYTUHHOM M TIepuoIlepaliioH-
Ho# TipouakTuku. s oleHKM TapameTpoB dap-
MaKOKMHETUKM MCITOJIb30BAIUCH CIEAYIOIINE TOYKMU:
0azoBasi akTUBHOCTh (hakTOpa 10 MOMEHTAa BBEICHMUS
KOHIIEHTpaTa Iiepel OIlepaTUBHBIM BMeEIIATeIbCTBOM
(TIepuron OT TOCIeAHETO BBeIeHUST KOHLIEHTpaTa (pakTopa
VIII cocraBnsin He meHee 72 4, ¢dakTtopa IX — He MeHee
96 u), yepe3 30 MUH OT MOMEHTa OOJIIOCHOI'O BBEICHMS
KOHIIEHTpaTa, MO0 OKOHYAHUU XUPYPIMUYECKOro BMella-
TEJbCTBA U Jajee MUHUMYM Kaxmble 24 4 OT MOMEHTa
MPOBeeHUS onepaiu. TakKe OTIeIbHO UCCIeIOBANCH
mapaMeTpsl Tpombosaacrtorpadumn (TOI, Bpems peak-
i — 9—27 MuH, KMHeTUKa — 2—9 MUH, yroja — 22—58°,
MakKCcHUMaJibHas amiumtyga — 44—64 MM), aKTUBHUPO-
BaHHOE YacTUYHOEe TpoMmbOoracTuHoBoe BpeMsi (AUTB;
25,1-36,5¢).

HccnenoBaHusi BBINONTHSUIMCh Ha aBTOMATUYECKOM
koaryiaomerpe ACL TOP 750 (Instrumentation Laboratory,
CIIIA) ¢ ucrosib30BaHMEM CTaHIAPTHOTO HabOpa JIIsT OTpe-
nenenus aktuBHoctu pakropa VIII (FVIII deficient plasma,
Instrumentation Laboratory, CIIIA) ummu ¢axropa IX
(FIX deficient plasma, Instrumentation Laboratory, CIIIA).

PesyabraTsl

B Tekyiee mcciaenoBaHue ObUIM BKJIIOYEHBI 5 Maib-
YUKOB ¢ HacnencrBeHHoil [A u 2 — ¢ I'B, koTopbimM mpo-
BOAWINCH XUPYpPru4yecKue BMeIlaTeIbCcTBA Ha (hoHE
npoajieHHoi nHdpy3uu ¢akropa B LlenTpe uMm. Imutpus
PoraueBa. MenmnaHa Bo3pacTa Ha MOMEHT ITpOBEICHUS
onepauuu coctaBuia 14 ner (pa3dbpoc — oT 1 roma ao
17 ner). ¥ 3 manueHTOB OblIa AMAarHOCTHMpPOBAHA TsLKe-
sag reModwins (aktuBHOCTH (akTopa < 1 %) uy 4 —
cpenHeTsoKenas dopma (akTUBHOCTH (hakTopa 1,5; 3,5;
4,51 4,5 %). 1o OoCTYIJIEHUST B CTallMOHAP BCE MallMeH-
ThI, 32 UCKJTIOUEeHHEeM onHoro (mauueHT Noe 7 B Bo3pacte
1 roga ¢ I'B), 3Hanu o cBoeM AuMarHo3e u IMoJiydalivi Tepa-
MU0 KOHIIEHTpaToM (pakTopa cBepThiBaHus KpoBu VIII
win IX B MeauanHoii noze 34 ME/kr (pazopoc — ot 23
1o 54 ME/xr). BceM 0ONBHBIM OBLIO MTPOBENEHO MCCIIE-
JIOBaHKME TUTpPa MHruOuTOpa K Ie(UUUTHOMY (haKTOpy.
Hu y onHoro maimeHTa He ObUT BBISIBIIGH TUTP MHTUOM-
topa, npesbimatommii 0,6 BE. M3 7 6oabHbIX (Taba. 1)
K MOMEHTY OIlepaTHBHOIO BMelIaTeabcTBa 1 (rmammeHT No
7) He moJryJall Tepanuio KOHIIEHTPATOM BOBCE, MallUeHT
Ne 6 mosydan Tepanuio KoHieHTparoMm ¢akropa VIII
B pexume «o TpeboBaHMio» (< 20 mHeil BBeaeHUS),
OoCTaJibHbIe 5 OONBHBIX HAXOAWJIMCHh Ha MpoduiIaKTUye-
CKOI1 Tepanuu U, COOTBETCTBEHHO, uMeJin bosiee 150 nHeit
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BBEIEHMSI, YTO BAXKHO JUISI OLICHKY PUCKA BO3HUKHOBEHMS
MHTUOUTOpa. AHAMHECTUUECKH BCE MALIMEHTHI ITOJTydaln
aJleKBaTHYIO 103y (hakTopa, 3a MCKIIOYEHUEM IallMeHTa
No 5 — 23 ME/kr. Bce OonbHBIE Mepea XUPYPTUIECKUM
BMEILIATEILCTBOM IOJIYYMIN OOJIOCHYIO MH(MY3MIO B 103€
or 1000 mo 5000 ME c panpHEHIIMM MepexoaoM Ha
MpOUICHHYI0 MHGbY3UI0 ¢akTopa B MEOUAHHOW 03¢
5 ME/kr/4 (pa3zdpoc — ot 3,5 no 9,0 ME/kr/4). ¥ Bcex
MaleHTOB aKTUBHOCTD AS(PUIIUTHOTO (paKTOpa UCCIiea0-
BaJlaCh B €XXEIHEBHOM PEXXUME, a TAKKe I10C/Ie BBEICHMS
0ojroca M IOCAe OKOHYAaHUS onepaluud. AKTUBHOCTb
neduImTHOro hakTopa Imocje BBeAeHUS 00110ca KOHIIEH-
TpaTa OblJla M3MepeHa y 6 malMeHToB U cocTaBmia 112,
181, 120, 137, 90 u 198 %. lanee oleHUBAIUCH ITapaMe-
TPbI B €KETHEBHOM PEXKMME, IIPU 3TOM aKTUBHOCTb edu-
LUTHOTO aKTOopa MUHUMAJIBHO cocrasisuia 60 %, mak-
cumanbHO — 130 %. AKTUBHOCTB Ae(DULIMTHOIO (haKkTopa
U3MepsIach Ha MPOTSDKEHUM BCETO IMepUoa IOIydeHMs
MPOUICHHOM MH(Y3UU U IIPU STOM He OBLIO OTMEUYEHO e
BhIpaXkKeHHBIX Konebanuii. [Tauuenty Ne 5 yepes 12 4 oT
HayvaJja IOoCTOSIHHOM MHPY3uM 103a (pakTopa yMeHbIIIeHa
1o 3,57 ME/kr/4, a uepe3 24 4 — no 2,38 ME/kr/4 — Ha
3TOM (DOHE, OJHAKO, COXPaHsUIaCh €ro YIOBJIETBOPH-
TeJIbHASI AKTUBHOCTD. Y OCTaJIbHbBIX MTALIMEHTOB CKOPOCTh
MPOIVICHHOW MH(Y3UU HE MEHSUIACh B CBSI3U C YIOBJIET-
BOPUTE/IbHBIMM IIapaMeTpaMU reMocrasza. Takke mapaji-
JISJIbHO TaluMeHTaM HuccienoBaau mapameTpbl TOI
n AUTB (taba. 2). ¥ Bcex 6onbHBIX Ha (hoHEe MHDY3UMN
(pakropa 3HaueHusi AUTB He BbIXOOAMIM 3a Mpeaebl
pedepeHCHBIX 3HAYEHUIA.

O0cyxneHne pe3y/IbTaTOB

IIpencraBieHHBIe pPe3yJNbTaThl SIBJSIOTCS TMEPBBIM
OITyOJTMKOBAaHHBIM OITBITOM IPUMEHEHUS TPOIJICHHOMU
nHpy3uu ¢axropoB VIII u IX y nereit Bo Bpemst xupyp-
rMYECKMX BMellaTesbcTB B Poccuiickoit ®enepauni.
Wcnonw3oBaHue TMPOJICHHOW WHQY3UU TPOAEMOH-
CTPUPOBAJIO XOPOIIyI0 3((HEKTUBHOCTh U OE30MaCHOCTbD.
Hu y ogHoro mameHTa He pa3BUIOCh HU KPOBOTEUCHMSI,
HU Tpom003a. Y OOJBIIMHCTBA OOJBHBIX reMopUIneit
B JaHHOI KOTrOpTe MPOBOAMINCH OIEpaTUBHBIC BMeIla-
TEJIbCTBA C MOTCHIMAIBHO BBIPAXKEHHBIM PUCKOM KPYII-
HO# KpOBOMIOTEPH, B TOM UHCJIE OIepalliy Ha LIEeHTPasIb-
HOI1 HEPBHOI CUCTEME.

Bce maumenTsl, kpome 2 (Ne 5 1 Ne 7), aHamMHeCTUYeCKH
MOJIyJaay JOCTaTOYHYIO 03y KOHIIEHTpaTa (hakTopa I
NpoUIaKTUIECKOTO JIeYeHUsT M Ha CayJail KpoBOTeue-
Hus. Hambonee onTuMaabHBIM TTOAXOIOM Iepes MpoBe-
JIEHUEM XUPYPTUIECKOTO JICUSHUST BO B3POCION MPaKTHUKE
SIBJISICTCS  ONpeeieHUue WHIAMBUAYaIbHOM (hapMaKOKu-
HETUKU B LIEJISIX TTIoA00pa J03bl KOHLIEHTpaTa [Jisl 00JIroCc-
HOI1 U mpouieHHo# uHpy3uu [9]. B Hameli paboTe Takoe
HCClIeIoOBaHUE HE MPOBOAWIOCH, OMHAKO (hapMaKOKWHE-
TUYECKHME MapaMeTphbl ObLIM OMpeAeseHbl Meproreparu-
oHHO. CpenHss 6omocHas 103a coctaBuia 50—80 ME/xr,
YTO IMO3BOJIMJIO MOBBICUTH Y BCEX OOJIBHBIX aKTUBHOCTH
(akropa > 100 %. CkopocTh MH(bY3UU IJIs1 HALUEHTOB
ObLa B3sITa U3 JINTEPATYPHBIX JAHHBIX U COCTABIISUIA OT
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Ta6mma 1. Xapalcmepucmuxu nayueHmos, 6KA4YeHHbIX 6 uccaedosanue

Table 1. Patients’ characteristics included in the study

Jlo3a KOHLIeHTpaTa
¢akropa ans cTaH- CKOpoCTb MH- JlamTeabsHOCTh
JIapPTHOM Tepanun ¢y3nu pakropa, uHy3u
. . ME/xr/4 ¢daxkropa, cyt
ofP}:Zeer,:::)ptZg Ieia Ag;’f(;;{;:;me Concentrate dose for| Infusion rate, Infusion duration,
: W standard therapy ME/kg/h days
years IU (TU/kg)

JInTeIbHOCTh
HAXOKIEHHS
B CTaIMOHApe,
JIHA
Length of stay,
days

Bo3pacr Ha
ITanuenT, Bux | MOMEHT one-
Tun onepauuu
Type of surgery

remopuinu | pamuu, roapi ME (ME;/xr)

SHIEOCKOHI/I‘IGCKaH AICHOTOMMUSA
3,7 2 5

WL e 1y 2000/(30) Endoscopic adenoidectomy

VnaneHue aTUIMMYecKOil XOpUOua-
mutombl (WHO Grade 11) neBoro 60-
KOBOTO XeJy10YKa FOJIOBHOTO MO3ra %
; . . ; 9,9 14 > 30
Microsurgical resection of an atypical
choroid plexus papilloma (WHO
Grade I1) of the left lateral ventricle

VYnaneHue HOBOOOpa30BaHUsI
TPABOTO MPE/IIeybst 45 5 7
Excision of a soft tissue mass ’
of the right forearm

Mukpoxupypruyeckoe ygajieHue
COCYIMCTOM MabOpMalliy BEpXHEit
TPETH LU, OJYETIOCTHOI 06JacTH
cIipaBa, KOPHSI SI3bIKa C IPUMEHEHUEM
Helpo(PHU3noI0rnuecKoro
Ne 4, TA/HA 15 3000 (38) MOHUTOPUHTIA 3,5 7 8

Microsurgical resection of a vascular
malformation of the upper third of the
neck, right submandibular region, and
the root of the tongue with intraoperative
neurophysiological monitoring

VnaneHue KOCTHO-XPSILIEBOTO
9K30CTO3a TUCTAILHOTO MeTaanabusa
Ne 5, TA/HA 14 1000 (23) JIeBOI O€IpEHHOI KOCTH 5 5 8
Excision of an osteochondroma of the
distal metadiaphysis of the left femur

Ne 2, I'B/HB 6 1200 (54)

Ne 3, TA/HA 14 3000 (40)

XeiioniacTuka npu 3asiubeit ryoe
Ne 6, TA/HA 1 500 (50) O i 6,2 5 11
Homonan Ve oo
Ne 7, TB/HB 1 No previous | BepxHell . 8 6 8
Surgical resection of a maxillary
treatment
pseudotumor

IIpumevanue. * — 6 c6s3u ¢ HEOOXOOUMOCMbIO NPOBEOCHUS NeUEHUSI OCHOBHO20 3A001e6aHUL.

Note. * — due to the requirement for primary disease management. HA — hemophilia A; HB — hemophilia B.

Tabmmua 2. @apMalcoquemu'tecxue napamempbol nauUeHmoes, 6KAI4YEHHbIX 6 uccredosanue

Table 2. Pharmacokinetic parameters of the patients included in the study

AKTHBHOCTb CEIHEHOCTHI(DAKS AKTHBHOCTD (haK- | AKTMBHOCTB (h)ak- | AKTUBHOCTH (hak- | AKTHBHOCTD (haK- (AETHEHOCTE
Topa yepe3 30 MuH takTopa Ha MOMEHT
JeUIUTHOrO Topa uepe3 24 4, %[ Topa uepes 48 4, % fropa yepe3 72 4, %[ropa uepe3 96 4, %
ITanuenT, Bux nocJe oomoca, % OTKJIIOYEHHUS OT
e b cdakrTopa 10 (AYTB, ¢) (AYTB, c¢) (AYTB, c¢) (AYTB, c) (AYTB, c) e, %
) BBeeHus, % 2 Factor VIII and IX)| Factor VIII and IX | Factor VIII and IX| Factor VIII and IX) °
Patient, type 3 Factor VIII and .. . . . . . . Factor VIII and IX
... |Deficient factor .. . | activity 24 h after | activity 48 h after | activity 72 h after | activity 96 h after .. .
of haemophilia .. IX activity 30 min . . o . o . o activity at the time
activity before e, G infusion, % infusion, % infusion, % infusion, % of weaning from the
infusion, % (APTT, 5) (APTT, s) (APTT, s) (APTT, s) (APTT, s) i, 5
Ne 1, TA/HA 1,5 198 (26,7) 98 (31,9) 88 (35) 52
Ne 2, 'B/HB 4,5 112 (31,9) 103 (28,3) 103 (26,7) 90 (29,4) 95 (28,4) 100
Ne 3, TA/HA 3,5 181 (28) 119 (31,5) 91 (32,4) 81(32,2) 92 (31,3) 86
Ne 4, TA/HA 0,6 —(30,7) 97,5 (33,1) 100 (31,9) 87 (34,1) 76 (35,9) 101
Ne 5, TA/HA 0,8 120 (32.9) 104 (33) 94 (33,4) 116 (34,2) 77 (36.1) 82
Ne 6, TA/HA 0,6 137 (31) 88 (32) 71(32,3) 67 (37) 77 (36) 63
Ne 7, TB/HB 4,3 90 130 60 63 74 43

|
Note. APTT — activated partial thromboplastin time.
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Fig. 1. Patients with HA, individual pharmakocinetics
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Fig. 2. Patients with HB, individual pharmakocinetics

3 1o 5 ME/xr/4 nns TA u 9,9 ME/kr/u nng I'B, yunthbl-
Basl HEWpPOXMPYPrUYeCKOe BMeEIIaTeNIbCTBO. B 11emoMm
pacyeT JO3bI IUIST TTOCTOSTHHOM MHMY3UU OCYIIECTBISIICS
C YYETOM HCIOJB3YeMBIX (DAaCOBOK IIperiapaTa B ILIEJISIX
OINTUMU3ALIMU CMEHBI IIMNPULEB I MHDY3UHU, a TaKxkKe
Ha OCHOBAaHMU OIMYOJMKOBAHHBIX JAHHBIX IO OCOOEH-
HOCTSIM (papMaKOKMHETUKM B JeTCKoM Bo3pacte [10].
JMATEeTbHOCTh TepanmuM KaXKAblii pa3 pacCYMTHIBAIACh
WHIWBUIYAJIbHO U B OCHOBHOM COCTaBjisia 5—7 AHEH,
HUCKJTIOYas MMaleHTa ¢ afeHoToMuei (2 cyT) u maiyeHTa
C OITyXOJIbI0 IIEHTPaJIbHOM HEPBHOM cucTeMsl (14 cyT).
B npanbHeiiemM namyeHTHl I€PEBOAMIKNCH Ha OOJkOC-
Hoe BBemeHue Ipermapara. OCHOBHBIE TOYKM aHaIM3a
AKTUBHOCTHU Ae(PUIUTHOTO (PaKTopa COCTaBJISUIU TIEPBbIE
30 MUH TTOCJIe Hayajia oIepalliu, 1o ee OKOHYaHUH, 3aTeM
2 pasa B JieHb B MiepBbIe 2 CYT, Aajee | pa3 B AeHb Ha MPO-
TSDKEHUM BCETO TTeproaa MpoIjieHHOM nHQY31un hakTopa.
B Ta6:1. 2 mpuBeaeHbI 3HaYEHUS B TIepBLIe 4 CYT, KOTOpHIE
ITOKA3bIBAIOT aIeKBaTHYIO aKTUBHOCTH (paKTopa BO BCEX
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CIyJasix, TaKUM 00pa3oM, 103a MHGpY3UM HE MEHsSUIach
B TEUCHME BCETO CPOKa, TaK KakK IOJTYYeHHBIN pe3yabraT
¥ KJIMHUYECKUM reMOocTa3 ObLIN YIOBIETBOPUTEIbHBIMU.
B HeKoTOpBIX HCCIeI0BaHUSIX TaKXKe TeMOHCTPHUPOBA-
JIOCh CpaBHEHHUE 2 TTOAXOI0B — OOJIOCHOI M MPOIJIEHHOMN
nH}Y3UM (PaKTOpOB B KayeCcTBE SKOHOMUM HX PacxXoja,
B YacTH U3 HUX OBLIO MOKA3aHO, YTO MpoaieHHast UH(Y3Us
MO3BOJISIET YMEHBIINUTD pacxol (akTopa M, COOTBETCTBEH-
HO, OOIIIyI0 CTOMMOCTH JieueHus [8, 9]. B Haiem uccieno-
BaHMU He OBbLJIO0 3a1a41 OLICHUTD (hapMaKOIKOHOMUYECKHE
mapaMeTphl JTaHHOH Teparuy U MO3TOMY OCHOBHBIM KpH-
TepHEeM CTaJa olieHKa ee 3((GEKTUBHOCTU U 0€30ITaCHOCTH,
JMOCTUTHYTHIX Ha (poHE MpoaieHHOM nHDy3uM pakTopa.
OCO0EHHOCTSIMU TPOMJICHHON WHMY3UU SBISIOTCS
HEOOXOAMMOCTh TOCTOSIHHOM CMEHBI IIMNPUIIEB, TIIA-
TeJIbHBI MOA0OpP M OLIEHKa J03bI, BaXKHBIM KPUTEpUEM
TakXKe CUMTaeTcsl aJeKBaTHbII J1abopaTOPHBIM MOHUTO-
puHL. [aHHBINA TOAXOA TO3BOJSET ITOOUTHCS XOPOIINX
pe3yJbTaTOB M YBEPEHHOCTU B KOHTPOJE aKTMBHOCTHU
(aKTOpOB U, COOTBETCTBEHHO, TCUCHUM IIepHOIIepal-
OHHOro mnepuoja. B maHHoIi paboTe HaMM TPOAEMOH-
CTPUPOBAH TIHIATEJbHBIN J1aOOPAaTOPHBIE MOHUTOPUHT
MPOBOAVMOI Tepamuu, OJHAKO, UCXOMs U3 MOJyYeHHBIX
JMaHHBIX, BEPOSITHO, CTOJIb YacTOE MCCIIeIOBaHUE aKTUB-
HOCTU (pakTOpa SBISIETCS WM30LITOYHBIM. Bo3MOXHO,
B ILEJSIX ONTUMM3AILMU MOHMTOPUHIA II€JeCO00pa3HOo
OTPAaHUYUTHCS OIpeAeIeHUEeM aKTUBHOCTH (hakTopa
0 U TIOCJIe BBEIEHMS, a Takke Ha (hOHE OIepaTUBHOIO
BMeIIATeIbCTBA (B CIyJae IIUTEIbHOCTH BMEIIaTeIbCTBA
Oosiee 4 4 U/WIKM TIPOBEACHMS OMEPAIIMM C BBICOKMMU
pUcKaMu KpPOBOIIOTEPU/HENPO-/MUKPOXUPYPTUISCKOTO
BMeEIIATeIbCTBA), Yepe3 8—12 u 24 4 OT BMeIIaTe/IbCTBA.
B nanbHeiileM npu HaJIUYMU JIOKAJIHHO ONpPEAeIeHHON
KOppeasauny MeXIy aKTUBHOCTBIO Ie(UIMTHOro (dak-
Topa u creneHblo yuimHeHuss AUTB MoxXHO olieHuBaTh
TOJIbKO 3TOT CKPMHUHTOBBIA ITOKAa3aTesb U IPOBOAUTH
BO3MOXKHYIO KOPPEKIIMIO Tepalmuyd Ha OCHOBAaHMU ITOJIY-
YEeHHBIX pe3yJabTaToB. OJHAKO clenyeT 0CO00 OTMETUTh,
YTO Ha (DOHE JTH0OOTO IIePUOIEPAIIMOHHOTO MOHUTOPHUHTA,
MPOBOAMMOTO y TAIIMEHTa ¢ KoaryJIomaThei, Takxke Kpu-
TAYECKM BaXHa OLIEHKA W NPYIMX CKPUHUHIOBBIX METO-
OB UCCJICIOBAHUS CUCTeMbl TeMOCTa3a B IIEJISIX paHHEH
MarHOCTMKKM BO3MOXKHOTO Pa3BUTHS KOAryJoIlaTUu IIpU
KpoBomnoTtepe,/remoamtionuu [11]. BaxHyio poib B a3ToM
CJIydae MOTYT ChITpaTh BUCKO3JaCTOMETPUICCKIE METOIBI
OLIEHKM CHUCTEeMbI reMocTasa, Takue Kak TOI, rmo3Bossio-
111as1 TIPOBOJIUTH OBICTPYIO KOMILIEKCHYIO OLIEHKY HE00X0-
JTUMOCTH JOTOJTHUTENIbHOM TpaHC(Y3MOHHOM TTOAIEPKKI
[12]. ¥V Bcex Hammx mauMeHTOB mapameTpbl TOI, kak
n AYTB, ObliM B HOpMeE M, TaKUM 0O0pa3oM, TallMeHTaM
He TpebOoBaJIoCh MOMOJHUTEIbHOE BBeIeHHUE (akTopa
WA OPYTUX KOMIIOHEHTOB CBEPTHIBAIOILECH CUCTEMbBI KPO-
BU. Y HalIMX OONBHBIX MpojieHHAs UHQY3Us (aKTOpOB
MO3BOJIMJIA JOOUTHCS aleKBaTHOTO KOHTPOJIST 32 KPOBOTE-
YEHUSIMU B TIEpU- M IIOCJICONEepPallMOHHOM TepHuoaaXx,
YTO T03BOJIIET PEKOMEHIOBaTh JAHHBIM MOAXOM IPYTUM
MEIUIIMHCKUM IIEHTpaM B Ka4eCTBE OILIMU TEePaIlvuu Mpu
BO3MOXKHOCTHU afeKBaTHOTO JJa0OPaTOPHOIO KOHTPOJIS.
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3akioyeHue

PesynbraThl IpOBEAEHHOIO UCCIEIOBAHMS IPOIEMOH-
CTPUPOBATIA XOPOIIYyI0 3((GEKTUBHOCTh U OE30ITaCHOCTh
MPUMEHEeHUS TPOIJIeHHON HPY3un pakTopa y nalueH-
TOB ¢ reMouineil Ha (poHe XMPYPruyecKoro JeyeHMs.
JlaHHas omuus Tepanuu MO3BOJSET JOOUTHCS TTOCTOSTH-
HOI aKTMBHOCTH (haKTOpa B KPOBU U JIETKO PETyIMPOBaTh
ee MPU CHYDKCHUM WIM IOBBILICHUM, MEHSISI CKOPOCTb
nHby3uu. IIperMyliecTBOM JAaHHOTO BHUAA JEYEHUS
SIBJISIETCSI BO3MOXHOCTh M30eXaTh IUKOB U IaJCHUI,
KOTOpBIE XapaKTepHBI JJIs1 CTPYITHOI MHDY3UM aKTopa.
Tem He MeHee, HECMOTpsI Ha OJIydeHHbIE JaHHbIE, O~
HaKOBYIO CKOPOCTb UH(MY3UHM Y IIPEACTABICHHbIX ITAalIMeH-
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TOB, HEJIb3s1 HE YUUTHIBATh KaXKIbIi pa3 XapaKTePUCTUKU
OOJILHBIX: 0A30BYI0 AKTUBHOCTDH Je(ULIMTHOTO (pakTopa,
00BEeM OMepPaTUBHOTO BMEIIATEIbCTBA, MHAUBUAYATbHYIO
(apMaKOKMHETUKY. Takxke XOoTelloch Obl OTMETUTh, UTO
OCHOBOIl YCIIEIITHOTO MPOBENCHUS XUPYPTUUECKUX BMeE-
IIaTeJIbCTB Y MAllMEHTOB C TeModuIreil ocTtaeTcs TIia-
TeJIbHBI TeMOCTAa3MOJOTUIECKIUI MOHUTOPUHI, a UMEH-
HO — M3MEpeHNe aKTUBHOCTU (haKTopa Ha MPOTSKEHUU
BCETo MepHr- M MOCJIEeONepalliOHHOrO Iepruoaa, KOTopoe
MO3BOJISIET TONOMPaTh TOYHBIA PEXUM JTO3MPOBAHUS
npenapata. OrpaHMYEHUSMU MAHHOTO MCCIIEIOBaHUS
SIBJISIIOTCSI €O MOHOLIGHTPOBBIN XapakTep M HeOOJbIIast
BbIOOpKA MALIMEHTOB.
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Tpomb60oamboaus necounoii apmepuu (TOJIA) — rcusneyeposcarouee cocmosiHue, Xapaxkmepusyrouieecs 3aKynopKoll 00HOU UaU HECKOAbKUX
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Pulmonary embolism (PE) is a life-threatening condition characterized by the blockage of one or more branches of the pulmonary artery by
a thrombus. This condition can be asymptomatic or lead to rapid death. Making an accurate diagnosis can be difficult for a doctor because
PE is a relatively rare condition in children. This review summarises the available data on PE in children. The article discusses epidemiology,
etiology, risk factors, pathogenesis, clinical presentation, diagnosis and treatment.
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BBenenue
Tpom60aMOboust JsieroyHoit aprepuu  (TOJIA) —
SKU3HEYTPOXKAIOIIee COCTOSTHUE, XapaKTepU3YIoIIeecs

3aKyIOPKOW OHHOM WJIM HECKOJBbKMX BETBEH JIETOYHOM
aprepuu TpoMOoM. TsxxecTb nposiBiieHuit TOJIA 3aBucut
OT pa3Mepa OOTYPUPOBAHHOIO COCYAA, MOITOMY KJIWHU-
yeckasl KapTUHA MOXET ObITh BapradeIbHOI — OT MOJTHO-
TO OTCYTCTBHSI CUMITTOMOB JIO XapaKTePHBIX ITPOSIBICHUIA
C OBICTPBIM JIETAJTEHBIM FICXOIOM.

TOJIA yame BcTpeyaeTcst y B3pochbix [1], a y mereit
OHA CUMTAETCs PeaKUM 3a00JeBaHUEM C MOTEHIUATBHO
BBICOKOM CMEPTHOCTbBIO, KOTOpast COCTaBJisteT 0K0J10 10 %,
10 TaHHBIM Psiia aBTOPOB [2—35].

B Hacrosiiiee Bpemst B CBSI3M ¢ YJIydIlIEHHEeM KadecTBa
OKa3bIBacMOM MEOUILIMHCKONW ITOMOIIM YBEJIMYMBACTCS
BBIKMBAEMOCTh IMAIIMEHTOB JIETCKOTO BO3pacTa ¢ XpOHM-
YEeCKUMU U TSLKEIBIMU 3a00JI¢BaHUSIMUA, KOTOPBIE CaMU
o cebe mpeapacnosaraoT K BOSHUKHOBEHUIO TPOMOOTH -
YECKUX OCJIOXXHEHUH, a CJIeA0BaTeIbHO, PACTET U YacTOTa
BctpeuaeMoctn TAJIA y meteit [6]. Hanmpumep, B psime
ucciaenoBanuit, npopeaeHHbXx B CIIA, ormedyeHo, 4TO
3a00J1eBa€MOCTb BeHO3HOU TpoMboaMbouneit (BTD) cpe-
I TOCTIMTAJIM3UPOBAHHBIX JNETEeil pacTeT M3 roja B Tof.
WHTepecHO, 4TO HaMOOJbIIWI TPUPOCT HabJIomaICs
y NOAPOCTKOB U neteit 1o 1 roga [7, §].

ITepseiit cnyyait TOJIA y pebenka onucaH B XIX Beke:
B 1861 1. Mo3ed dhou JlemHep npeacTaBui ciydail cMep-
TeJIbHOM JIerouHOM 3MO0IMM Y MaJibuMKa 9 JieT ¢ repesio-
MOM OOJIBIIIEOEePIIOBOI KOCTH M BO3HUKIIIUM BCJICICTBUE
3TOro TpoM6030M ryookux BeH (TT'B) [9].

Ha ceropnsiiiHuii eHb HAKOIUIEHO Majo WHGOD-
mauuu o TOJIA y nereit, HaydyHble TMyOJMKALIMKU TIpe-
CTaBJICHBI B OCHOBHOM OITMCAaHHMEM CEpHil OTIEBHBIX
KJIMHWYECKUX CTy9aeB, OTCYTCTBYIOT KPYITHBIC PAaHIOMU-
3UPOBAaHHbBIC UCCIEAOBAHUS, a UMEIOIINECS PEKOMEH Ia-
LIVY TI0 TUAarHOCTUKE U JICUEHUIO OCHOBAHBI Ha UCCIIENO0-
BaHWUIX, ITPOBEACHHBIX Y B3POCIBIX MMAIIMEHTOB, M UMEIOT
HU3KYIO TOCTOBEPHOCTD 10KA3aTeIbHOI Oa3bl.

Ileab manHOro 0030pa — codpaTh M 0OOOIIUTE UMEIO-
muecs faHHblie o TOJIA y neteil, paccMOTpeTh SIUAEMUO-
JIOTUIO, 3THOJIOTHIO, (haKTOPBI PUCKA, MAaTOTeHe3, KIIMHU -
YECKYI0 KapTUHY, AMarHOCTUKY U JIeUeHUE 3a00JIeBaHUS.

MatepuaJjisl 1 METOIbI

IIpoBeneH moOMCK HayyHbIX pabOT B 0aszax JaHHBIX
PubMed u HauuMoHaNbHOW 5J€KTPOHHON OUMOIUOTEKE
(eLibrary.ru) ¢ 1981 mo 2025 . B KauecTBe K/IIOU€BbIX CJIOB
HUCMOJIBb30BAIM CJIEIYIOIINE: «BEHO3HAs TPOMOOAMOOMSI»,
«TPOMOOSMOOJIUST JIETOYHOM apTepur», <«IeTh», ‘‘venous
thromboembolism”, “pulmonary embolism”, “children”.
Ilpy HamuvcaHuM AaHHOW pPabOTHI  MCMOIB30BAIUCH
MIPEUMYIIIECTBEHHO OPUTHUHAIBHBIC MCCIICIOBAHMS C YIaCTH-
eM nauueHToB ot 0 10 18 J1eT, a Tak:ke HECKOJIbKO 0030PHBIX
crareit m MetaaHayms. Jluteparypa, He MHICKCUPOBAaHHAS
B MEIWUIIMHCKUX 0a3axX JaHHBIX, HE MOIJIeXKala aHAIIA3Y.

DnuaeMuoJIoruss TpoM003MO0JIMH JIETOUHOI apTepun

Tounas 3aboneBaeMoctb TOJIA cpeau nereir 10
CUX TIOp HEM3BECTHA, TaK KaK 3ayacTylo OHa OIIMO0Y-
HO paclieHMBaeTCsl BpayaMU KaK ApPyTHhe KIMHHYECKHE
CHHIPOMBI CO CXOXEM CMMIITOMATUKOM, KaK, HaIIpuMep,
ITHEBMOHHUS, W TIO3TOMY IIPOBEACHUE HOTOJHUTEIHHO-
ro oOcjemoBaHUs ISl BBISIBJICHUS JIETOYHOW 3MOOIMN
BpayaM KaxeTcsl HeobocHoBaHHbIM [10]. DTo cBsizaHO
C HU3KUM YPOBHEM HACTOPOXKEHHOCTH Y KIMHUIIMCTOB,
Tak Kak y nereii TOJIA cuuTaeTcss JOCTATOYHO PEIKOM
natosnorueit [11].

B IByX peTpOCIeKTMBHBIX HCCJICIOBAHUSIX, IIPOBE-
neHHbix B CIIA, olleHuBasach yacToTa rocnuraiu3auui
nereit ¢ BTO. Bbuio obOHapyXeHO, 4TO 4YacToTa 3Tok
MaToJIOTUU CPelM JeTeill pacTeT U3 roma B roma: Ha 70 %
¢ 2001 o 2007 r. u eie Ha 130 % ¢ 2008 mo 2019 r. [7, 8].
Ha ocHOBaHMM 3THUX JaHHBIX MOKHO 3aKOHOMEPHO Ipe/I-
MOJIOXKUTh, 4TO 3abosieBaeMocTb TOJIA y nmereit Takxke
yBeIMUMJIACh. DTO TIPEAINOTIOXEHUE TIOATBEPKIAETCS
PSIIOM MCCIIEIOBAHUIA.

B tab6s. 1 mpencraBieHbl TaHHBIE HECKOJBKUX PadoT,
B KOTOPBIX YIIOMUHAETCST (haKTUUIeCKast pacIIpoOCTpaHEeH-
HocTh TOJIA y rocnuTanIu3upoBaHHbIX TETEH.

HMHuTtepecHo, uto mist TOJIA xapakTepHO OMMOAaIbHOE
pacripenesieHue OOJIBHBIX NIETeil MO BO3pacTy ¢ MUKaMu
JUIS MJTaJIeHLIEB U MOAPOCTKOB [12, 14].

B 10 Xe BpeMsI B 00IIEi ITOMYISILIMI 9acTOTa BCTpeda-
emoctu TOJIA y neteit oxumaemo Hxe. B Tabn. 2 npen-
CTaBJICHBI JIAaHHBIE HECKOJIbKMX aBTOPOB O pacipocTpa-
HeHHocTu TOJIA cpenu Bcex AeTei.

BaxkHO OTMETHTBH, YTO MMEIOIIMECS JaHHBIE MOTYT He
B IOJTHOW Mepe OToOpakaTh UCTMHHYIO KapTUHY 3a00-
JneBaemoct TOJIA, MOTOMY UTO 3TO COCTOSIHME 4acTo
MpOTeKaeT y JeTeil OeCCMMIITOMHO: B WCCJIEIOBaHUUN
J.R. Buck et al. [18], ocHOBaHHOM Ha JJaHHBIX MTPOBEACH-
HBIX ayToIlCcHii, u3 116 ciiyyaeB, B KOTOPBIX (UIYpHUpPOBal
nuarHo3 TOJIA, tonbko y 36 (31 %) nmereit jileroyHas
MO0 CTajla IPUYMHON cMepTH, U uiib y 17 (47,2 %)
W3 HAX HaOJIOOAINCh XapaKTepHble KIIMHUIECKUE CHM-
MNTOMBI 3200JIeBaHUSI.

Ha ceromHsrAaMii IeHb OIMyOJMKOBAHHBIX TAaHHBIX
o 3aboneBaeMocTtu TOJIA y nereit B Poccum Her.

DTHOJIOTHS, NaToreHe3 U (haKTopbl pucKa TPOMOO3IMOO-
JIMM JIETOYHOM apTepuu

B 1856 1. Pynonbhom BupxoBbIM TIpeioKeHa TeOpust
TpoM0OOOOpa3oBaHus, Jiexallass B OCHOBE TpOMOOIM-
Oolu, BKITIOYAIONIAs TPU OSTHOJIOTMYECKUX (haKTopa:
TUTIEPKOATYJISILINIO, 3aCTOM KPOBU M TTOBPEXKICHNE SHIIO-
Tenust cocyna [19]. B gomnojHeHUMe K HUM CYILECTBYIOT
pasMYIHbIe TIpeapacioarapliinre K TpoM0o000pa3oBaHUIO
(akTOpHI prcka.

B pspe wcciaemoBaHWiA, TPOBEACHHBIX C yJacTHEM
B3pOCJBIX W JeTelt, TmokazaHo, uro TOJIA Oojee uem
B 50 % cnyuaeB accouuuponana ¢ TI'B [4, 20, 21]. I1pu
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Ta6mma 1. Pacnpocmpanennocms THJIA cpedu eocnumanusupogantvix demeil

Table 1. Prevalence of pulmonary embolism (PE) among admission children

Ton AsTOp
Ng

Tun ananm3a TaHHBIX

Type of data analysis | Number of patients
M. Andrew TTpocnieKTUBHBII
I 1994 etal. [1] Prospective =
2 2008 T Bissetal. [4] PeTg““”“.B“"m 56
etrospective
M. Rajpurkar PeTpocnieKTUBHbBII
. 20 etal. [12] Retrospective et
L.A.S. Lira PerpocnieKTUBHbII
4 A2 etal. [13] Retrospective =

Yucsio nanmpeHToB
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Cayuyan TOJIA
Ha 10 000 rocnuTam3anmit
Cases of PE
per 10,000 admissions

Cmpana
Country

Bo3spact

Age

1 mecam — 18 et 0.86 Kanama

1 month — 18 years old ’ Canada

1 nenp — 17 net 57 Kanana

1day — 17 years old > Canada

0 nueit — 21 ro, Kanana

0 dai[/s —21 yearsl([Jld S22z Canjfila
2 nHsa — 17 ner 33 Bpa3mnﬂ

2days — 17 years old > Brazil

Ta6muna 2. Pacnpocmpanennocms THJIA 6 demcicoii nonyasyuu

Table 2. Prevalence of PE in the pediatric population

Cayyau TOJIA
No Ton ABTOp Tun ananu3a ganHbX | Yucio nanueHToB Bospact Ha 10 000 rocnuTanu3anuit Cmpana
. Year Author Type of data analysis | Number of patients Age Cases of PE Country
per 10,000 admissions
P. Stein et al. PeTpocrieKTUBHBIN 0 nueit — 17 net CIIA
! A [15] Retrospective B 0days — 17 years old 0.9 USA
K. Krmpotic [TpocnieKTUBHBI 2 mecsia — 17,9 rona Kanana
2 20 etal. [16] Prospective o 2months — 17.9 years old 2% Canada
3 2025 J. Rueda-Camino  PeTpocneKkTuBHBbII 784 0 nHeit — 18 et 12 Hcnanus
etal. [17] Retrospective 0days — 18 years old > Spain

5TOM BaXHO OTMETUTb, YTO B OTJIMYME OT B3POCIbIX
y JeTeil peako ObIBalOT CIOHTaHHbLIE TPoMOO3bl. OHU
O00OBIYHO BO3HUKAIOT B pE3YJbTaTe CIOXHOTO B3auMMO-
JIECTBUSI TIPUOOPETEHHBIX, TEHETUYECKUX Y BO3PACTHBIX
¢axtopoB pucka [14, 22, 23]. Hanpumep, B KaHaACKOM
HCCIEIOBAHMU MOKA3aHO, YTO Y ITOAABJISIONIEr0 0O0JIb-
muHcTBa gereit (96,4 %) ¢ TOJIA otMmeyancst XOTst Obl
OVIH Mpeapacoaramiuit pakrop pucka [4]

PaHbli1e cunTanoch, YTo OCHOBHOM MPUUMHOI BOZHUK-
HoBeHust TOJIA y nereit sinsiercst uHgexkuus [3], ogHako
C TEYEHHUEM BPEMEHM B3IJISIIbI Ha STUOJIOTMIO 3a00j1eBa-
HUSI U3MEHWINCh. Ha ceropHsiHuii 1eHb OCHOBHBIMU
(hakTopamMu pucka pa3BUTUS TPOMOOTUYECKUX OCIOXK-
HeHuii, B yactHoctu TOJIA, cpenn neTeil SBISIIOTCS
LIMPOKOE MPUMEHEHUE LIEHTPaIbHbIX BEHO3HBIX KaTeTe-
poB (LIBK), ¢axrt rocnuranusamnuu, JIuTeabHass UMMO-
OunM3alusi, XUPypruyeckre BMeEIIATeIbCTBA M MCKYC-
CTBEHHAs BEHTWISILMS JIETKUX, CEPACYHO-COCYIUCThIE
3a00JIeBaHMsI, B TOM YMCJIe BPOXKIEHHbBIC TTIOPOKU Ceplia,
3JI0KAQUeCTBEHHbIE HOBOOOPA30BaHMsI, HACICICTBECHHbIE
U MOpUOOpeTeHHbIE TpoMOOpUINM, HePPOTUUECKUIA
cungpom (HC), BocanuTeabHbie 3a001eBaHUsI, MHPEK-
LIMU, JIEKApCTBEHHBIC MpernapaThl, TAKKe KaK acraparv-
Haza, TJIIOKOKOPTUKOCTEPOUAbl U aHTPALMKIWHBI [14,
22, 24, 25]. KpoMe Toro, oxupeHue, MaJOMOABUKHBIN
00pa3 XM3HU M pacTyllasi MpakTUKa MTPUMEHEHUST KOM-
OMHMPOBAHHBIX MEPOPATbHBIX KOHTPALENTUBOB — (haK-
TOPBI PUCKa, BIUSIOIIME HA YBEJIMYCHUE YMCIIa CIydacB
BeHO3HOTo TpoM6o3a 1 TOJIA, 0cOOEHHO Y MOAPOCTKOB
[22, 26].

Iupokoe ncnoab3zoBanue LIBK B nmenuatpum sipisi-
eTcsl BaxXHeNMM (akTopoMm pucka — 10 85 % ciydaeB
BTD y neteii cBsizaHo ¢ ycraHoBieHHbIM LIBK [27]. Kpo-

Me Toro, nipu uHduuupoBanuu LIBK uyactora pazsutus
TPOMOOTUYECKUX OCJIOKHEHUI y JeTeil Bo3pacTaeT elle
oonbuie [28]. B ogHOM U3 MccaeaoBaHUl MTOKa3aHO, YTO
Ha MOMeHT Bo3HUKHOBeHUs1 TOJIA y 35,7 % manueHToB
ob11 yctaHoBsieHHBIH LIBK [4].

Ewe opHol BaXHOW NPUUYMHON BO3HUKHOBEHUS
TOJIA saBasieTcsl reHeTUYeCKU OOYCJIOBIEHHAsl CKJIOH-
HOCTb K TpoM0OooOpa3zoBaHuI0. B psme uccnemoBaHumit
JIETSIM C yCTaHOBJIEHHBIM AuarHo3oMm BTO u/unu TOJIA
MPOBOAWIN CKPUHUHT Ha TpoMOoduInio, KoTopas Obuia
obHapyxeHa y 9—35 % mnauuentoB [1, 2, 4]. K yacto
BCTpeYaloIIMMCS MMPOTPOMOOTEHHBIM aHOMAaJIUsSIM OTHO-
carcs mytauus JleiiaeH B reHe, KoaupytoiieM V dakTop
CBEPThIBaHMSI, MyTallMs B TeHe nporpombuHa G20210A
U neUIUT eCTECTBEHHBIX aHTUKOAryJISIHTOB: aHTH-
TpoMmOuHa, potenHoB C u S. Kpome Toro, cyiiecTByer
TUIIOTE3a «IBOMHOTO yiaapa», 3aKJII0Yaloascs B TOM, YTO
pebdeHKy ¢ HacJaeACTBeHHOI TpoMOopuanein aisl pa3Br-
TUSI TPOMOO3a HYXKEH XOTSI Obl OJWH IOIOJHUTE]bHBIN
daxTop pucka [22].

XOopolIo M3BECTHO, YTO OMOJOTUYECKHE OCOOEHHO-
CTU MHOTHUX OHKOJOTUYECKUX 3a00JeBaHUI MPUBOAST
K aKTUBaLlUU cucTeMbl reMocTa3a. BT, Bkiaouas TOJIA,
BcTpevaercs y 2,1-50,0 % nmeteit, cTpaaaroimx OHKOJIO-
TMYECKMMU 3a0osieBaHUsIMU. BrpoueM, 10 HacTosIIero
BPEMEHM HET OJHO3HAYHOI'O MOHUMaHMS — KaK U B KaKOi
CTENeHU MHOXECTBEHHbIE B3aMMO3aBUCHMbIE€ MPOLIECChHI
MEXIY OIyXOJIbl0 M OpPraHU3MOM MalKdeHTa CHoco0-
CTBYIOT BOBHUKHOBEHUIO TPOMOOTHYECKUX OCJIOKHEHUI
[29, 30].

Cepbe3HbIM (aKTOpOM puCKa s BO3ZHUKHOBEHUS
TOJIA aBnsiercs HC. Psgom aBTOpOB yCTaHOBJIEHO, YTO
6ojiee ueM y yetBeptu (27,9—40,0 %) naumuentoB ¢ HC
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MPY CKAaHUPOBAHUM JIETKUX BBISIBJICHBI TIpu3Haku TOJIA,
HO 3a4acTyl0 y HMX He OTMEYaJoCh HUKAKUX KIMHUYE-
ckux nposiBiienuit [31, 32].

B poccuiickoii HayuyHO# JuUTepaType yaajloch Haii-
TU HECKOJIbKO OIMCAHHBIX KIMHUYECKUX CJIyJacB
TOJIA y neteii ¢ xapakTepHbIMU (pakTOpaMu pucka. OnuH
clyyail — 1aToJI0roaHaTOMMYECKOe MCCIeI0BaH1e MOJTY-
TOpPaMECSIYHOTO Majb4yuKa, IIPUIUNHON CMEPTU KOTOPOTO
cTajla MacCHBHash TpPOMOOAMOOJMSI TPaBOM JIETOYHOM
apTepuu, a UCTOYHUMKOM TpomOa ObLIa IToueyHasi BeHa
Ha (oHe BPOXIECHHOrO MOpOoKa pa3BUTHUSI MOUYKM [33].
B nByx nmpyrux cinydasix nanveHTamMu SIBJISUIMCH JI€BOY-
KU-nioApocTkKu 14 u 17 ner, dakropamMu [ BO3HMK-
HoBeHUs1 TOJIA y HuUX SABISAICS MpPUEM TMEepOpPaTbHBIX
KOHTpPALIETITUBOB Y OMHON M HACJIEACTBEHHBIN Ae(PUIIUT
npotenHoB C u S y npyroii [34]. Cnenytomuii cirydain —
TOJIA y neBoukM-moapocTKa 14 JeT ¢ HacieacTBeH-
HOl TpomOodunuein (MyTauuss B TeHe IpOTpOMOMHA
G20210A), monyuyaBileil TOpMOHAJbHBIE TIpernapaThl I10
MOBOAY TUHEKojoruyeckoro 3aboneBaHus [35]. Eme
OIWH KJIMHUYECKUU chaydaii — cyomaccuBHas TOJIA,
npousonieamas y 5-JeTHero pedbeHKa ¢ peluIuBUPY-
IOLIEH ayTOMMMYHHOM T€MOJIUTUYECKON aHEMUEH TOCIe
ynanenus: oeagpenHoro LIBK, yctaHoBiIeHHOro mjs mpo-
BeJeHUs 1asMooomeHa [36].

Kiunnyeckass KapTHHa TpOMOO3MOOJMHM  JIErOYHOM
aprepun

Knuanyeckne mnposiBienus TOJIA y nmereit yacto
HecreUnPUUHbI, YTO 3aTPYAHSET ObICTPYIO IMOCTAaHOBKY
nuarHosa. OOIIMe CUMIITOMBI, BCTpeyarluecs y aeTei
¢ TOJIA, — kalenb, HHOTIA ¢ KPOBOXapKaHbEeM, OIBIIII-
Ka, TaxuKapaus, apuTMus, oOMOpPOKH, OOJib B TpYIu,
apTepuaibHasl TUIIOTEH3MS, 1IMaHO3, TUIIOKCEeMUsI, MpPo-
SIBJICHUS TIPABOXETYI0YKOBOI HEAOCTATOYHOCTU U Jaxke
BHe3aIHasl CMepTh. Takke MOTYT OTMEUaThCsl CUMIITOMBI,
ykasbiBaomue Ha TT'B, — oTek mopakeHHOI1 KOHEYHOCTHU
u 60715 [6, 37—39].

IMocnenctBusa TOJIA 3aBUCAT TJIaBHBIM 00pa3oM OT
CcTerneHu OoOCTpyKIMM cocyna. [lpm 3akyrmopke MeHee
50 % 51ero4Horo KpoBOTOKA KJIMHUYECKUE IPOSIBICHMS
TOJIA Bo3HUKAIOT HeEYacTo, OAHAKO OO0Typamus Oolee
50 % npUBOIUT K YBEJIMYECHUIO ITOCTHATPY3KM IIPABOIO
KeJyoouka C pa3BUTHEM ITPaBOXKEIYIOYKOBOI cepraed-
Hoit HepocTaTouHOCcTH (CH) 1 mosiBIeHreM CUMIITOMOB,
HabmomaeMbix mpu TOJIA. BaxkHo ckaszaTh, 4TO y AeTeit
C COITYTCTBYIOILEHN CEPIECUYHO-IETOYHOM IAaTOJIOIMEN Jaxe
HeOoJIbIIe TPOMOOIMOOIBI MOTYT BBI3bIBATh KJIMHUYC-
ckymo kaptuHy TOJIA, B Tom uncie ocrpyo CH [39].

JInarnocTuka TpoM003MOO0IHN JIETOYHOI apTepuH

Broisisnenue TOJIA — cepbe3Has mpobjieMa B TMeau-
aTpuM, TaK KaK Ha CErOMHSIIHMIA TeHb HE CYIIECTBYET
eIMHOI0 MPOTOKOJa IWAarHOCTUKM, a PEeKOMEHIAIIMU
IS MTAllMEHTOB JIETCKOro BO3pacTa OCHOBAHBI Ha JdaH-
HBIX, TTOJTYYEHHBIX Y B3POCJbIX, a TaKxKe Ha MHEHMSIX
OTJIeIbHBIX 9KCIIEPTOB B 00JIaCTU TeMocTa3a u TpoM003a,
YTO SIBJISIETCSI HU3KHUM YPOBHEM TOCTOBEPHOCTH OKAa3a-
TEJbCTB.
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Hanpumep, n1g B3pociabIX pa3pabOTaHbI LIKaJIbI JIJIs
MPOTHO3UPOBaHUS prcKa BosHUKHOBeHUs TOJIA (Wells,
Geneva, Caprini, Padua, PERC, YEARS) Ha ocHOBaHuuU
COBOKYIHOCTH KJIMHUYECKMX JaHHBIX 1 (haKTOPOB PUCKa,
OJTHAKO y JeTeil NaHHble METONUKU HE BaTUIUPOBAHbI
[39]. B HenaBHeM uccleI0OBaHUU Y B3POCbIX MallMeHTOB
nokasaHo, uTo Ikajga Wells mumeeT 0oJjiee BLICOKYIO CIie-
mdudHOCcTh (91 %) M MOJOXUTEIbHYIO IPOrHOCTUYE-
CKYIO LIEHHOCTbD (88 %) mpu MeHbIIE 4yBCTBUTEIbHOCTHU
(60 %), yuem MmoaupuumrpoBaHHas wmkana Geneva (48, 61
u 69 % coorBeTcTBeHHO) [40]. B TO XXe BpeMst ipeumyliie-
CTBOM MOIM(PUIIMPOBAHHOM 1IKaJbl Geneva B CpaBHEHUHN
¢ Wells siBiisieTcst OTCYTCTBUE CYOBEKTUBHOTIO TSI OTHEb-
HOTO B3SITOrO Bpauya IIpu3HakKa o BeposTHocTu TOJIA
(Tabmn. 3, 4).

Kpome mMMerommxcs 1Kaja mporHo3upoBaHus pucka
pa3Butus TOJIA njis B3pocibix mauueHToB ¢ TOJIA Takke
pa3paboTaHbl IIKaJIbl OlIeHKU prcka cMepTHocTH (PESI,
ynpoieHHas mkaiaa PESI u Bova). OgHako, Kak moka3bl-
BaeT HelaBHee ucciaenoBaHue [41], JaHHbBIE IIKaIbl UMe-
0T HEBBICOKYIO IMCKPUMUHALIMOHHYIO CIIOCOOHOCTD U He
MOTYT OBITb UCITOJIb30BaHBbI V151 JOCTOBEPHON OLICHKHU.

TeMm He MeHee Jaxe IPU UMEIOIIMXCSI METOAMKAX ITPO-
THO3UPOBaHUS B ocHOBe nuarHoctuku TOJIA octaeTcs
KJIMHUYECKOE TIPEIOJ0XEeHNe Bpaya ¢ 00si3aTeIbHBIM
MOATBEPXKIECHUEM BU3YyaIu3alueii.

Cneumnduueckast nabopatopHas auarHoctrnka TOJIA
OoTCyTCTBYeT. Psanm aBTopoB [39, 42] mpemraraioT OlLeHU-
BaTh D-auMep M30IMPOBAaHHO WIM B KOMILIEKCE C KJIM-
HU4YecKol kKaptuHoii mis uckmodeHus TOJIA. J. Kanis
et al. B cBoeM ucciaenoBaHuu [42] NMpUIIIM K BBIBO.LY,
YTO HOPMaJIbHBIM ypoBeHb D-numMepa mMo3BOJISIET YBe-
PEHHO MCKJIIOUUTD JIETOYHYIO TPOMOOIMOOINIO Y AeTei
C HU3KOM BEpPOSITHOCTBIO JAHHOro coctosinus. OaHako,
HaIpOTUB, CTOUT IOHMMATbh, YTO IOBbIIeHUEe D-mau-
Mepa He MAaTOTHOMOHMUYHO U XapaKTepHO B TOM 4YMCIIE
JUISI TIALIMEHTOB C TPOMOO30M pa3IMYHbIX JIOKAIU3alUIA,
a TakKe IPpU TpaBMax, MH(EKIMU, OHKOJOTUU U I10CIIe
XUPYPrUYeCKUX BMEIIATEIbCTB.

Meronbl BM3yaau3alliy, WCIOJIb3yeMble Yy IeTeid,
BKJIIOYAIOT aHIMOrpacUIo JIeTKUX, BEHTWISILIMOHHO-IIEeP-
dbysuoHHyo cuuHTUrpaduio, KommbloTepHyio (KT)
¥ MarHuTHo-pe3oHaHcHyo (MPT) tomorpaduro [39].
B Hacrogiee BpeMsi moBcemecTHO ucroib3yetcss KT
neroyHblx aptepuii (KT-anruorpagust), 3TOT MeTOn
SIBJISIETCSI TIPUOPUTETHBIM Y JETeil ISl IOCTAHOBKU TOY-
Horo auarHo3a [10].

AHrrorpadus JIEeTOYHOI apTepuM paHble SBJSIACH
«30JIOTBIM CTaHIApTOM» ISl BeIsiBiIeHUss TOJIA y B3poc-
JIBIX U IETEil, OAHAKO 3Ta MPOLIeAypa MHBAa3UBHASI U 10PO-
rOCTOAIIAs, C OTHOCUTEIBHO BICOKOM JIY4EBOU HATPY3KOH,
ypeBaTa CEPbEe3HBIMU OCIOXHEHUSIMU (KPOBOTCUCHMS,
WH(PEKINHU, YCYyTyOoIeHe JISTOYHOM TMIIePTeH3UM ), B CBSI-
31 ¢ YeM ee TIpUMeHeHue y neTeit orpanuudero [10].

Hnga muarHoctuku TOJIA y nmereit MoXeT INpuMe-
HSTBHCSI BEHTUISILIMOHHO-1Iep(Y3MOHHAsT CUUHTUTpadust
(V/Q-ckanupoBanue). [IpeuMyIiiiecTBo MeToaa 3aKIr04a-
€TCs B €ro 0€30IaCHOCTH U IIPOCTOTE, TEM HE MEHee OH He
MO3BOJISIET OAHO3HAYHO AUarHoctupoBath TOJIA, Tak Kak
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Ta6muna 3. [llxanra Wells dasn onpedenenus pucka éo3nuirogenus TOJIA
Table 3. Wells’ criteria for PE

ITpusnak Bannbt
Sign Scores

Knununyeckue npusHaku u cumntomsl TT'B 3
Clinical signs and symptoms of DVT

TOJIA — HauboJsiee BEPOSTHbBIN TUAarHO3, YEM OCTaJIbHbIE 3
PE is the most likely diagnosis than the others

YacroTa cepaeuHbIX cokpaleHuii > 100 ya/MuH
Heart rate > 100 beats per minute

MMMoOunu3anus > 3 gHel Wil Xupypruiaeckoe
BMEIIIATEILCTBO B TEUCHUE MPEAIIECTBYIOIMX 4 HET
Immobilization at least 3 days or surgery in the previous
4 weeks

TTI'B HrxHUX KOHeuHocTeit uanm TOJIA B aHaMHe3e
Previous, objectively diagnosed PE or DVT

KpoBoxapkaHbe 1
Hemoptysis

OHKOJIOTHYECKOE 3a00JI€BaHKE C MPEIIECTBYIOIIIM
JIEYEHUEM B TeUeHNE 6 MEC WM MAUTNATUBHBIM JIeYEHNEM
. N . 1
Cancer with previous treatment for 6 months or palliative
care

Note. Here and in Table 4: DVT — deep vein thrombosis.

Tadmua 4. Modupuuyuposannas wikanra Geneva 015 onpedeneHus: pucka
603HuKHogeHus TOJIA

Table 4. Modified Geneva scale for pulmonary embolism

IIpu3nak Banbi
Sign Scores

Bospact > 65 et I
Age > 65 years

Tlepenecennnie TI'B wiu TOJIA
Previous DVT or PE

Xupypruueckoe BMEIIaTeIbCTBO (MO 001l aHecTe3Ueit)

WA TIEPEJIOM HIKHEW KOHEYHOCTH B TEYEHUE TIOCICTHErO
Mecsia 2
Surgical intervention (under general anesthesia) or lower

limb fracture in the last month

AKTHBHOE 3JI0Ka4eCTBEHHOE HOBOOOPA30BAHNE MITH

peMuccHust JJIMTeNIbHOCTBIO < 1 roia 2
Active malignant condition or remission of this condition

lasting less than 1 year

Bonb B onHOI HIKHE KOHEYHOCTH

. ; . 4
Unilateral lower limb pain
KpoBoxapkaHbe 2
Hemoptysis
Yacrora cepaeuHbIX cokpaleHuit 75—94 yn/mMun 3

Heart rate 75—94 per minute

YacroTta cepiedHbIX cOKpalieHuit > 94 yn/MuH 5
Heart rate > 94 per minute

BoJib py MaIbHaiy HIKHIX KOHEYHOCTE

M OHOCTOPOHHUIT OTEK 4

Pain on lower limb palpation and unilateral edema
|

CHIUKeHUE nepdy3uur MOXET ObITh O0YCIOBIEHO SMOOH-
eii 110001 3THOoIOrUU (BO3MYIIHOMN, XUPOBOIT), THEBMO-
HUEH UM CTEHO30M JIeTOuHO# apTepuu. K ToMy ke MeTo-
JIMKa OTpaHWYeHa Cpeld HOBOPOXICHHBIX U TMAIIMEHTOB
MJIQJIIIEro JETCKOrO BO3pacTa B CBS3U C TEXHUYECKOM
TPYJHOCTBIO AKTUBHOI acnupaluy aspo30Jisi C paauo-
dapmnpenapatom [10, 43, 44].

KT-anruorpadusi oueHb OBICTPO 3aHSIa TOMUHUPY-
foliee Mecto B auarHoctuke TOJIA y nmereii Giaromaps
CBOEH TMPOCTOTE W MUHUMATHLHONW WHBAa3WUBHOCTHU, CKO-
pPOCTH TIPOBENIEHMSI, YTO OCOOCHHO BaXXHO y TAIIMEHTOB
B KPUTUUYECKOM COCTOSTHUU, U TOCTOBEPHOCTH TIOJTyIeH-
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HBIX pe3yabTaTOB, a TaKXKe BO3MOXKHOCTHU AuddepeHIn-
poBaTh Apyrue 3abo0JieBaHUS OPraHOB TPYIHON KIIETKU.
B omnpoce wieHOB accouManuii, CrelUaIn3UPYIOIIMXCS
Ha MaTOJIOTUHM CUCTEMBI TeMOCTa3a, B TOM YHCJIe Y AeTeil
(125 yenosek), mpoBeneHHoM B 2019 1., mpeamoYTUTE b-
HBIM METOJIOM BU3YyaJIM3alluy Mpu Ttogo3peHnu Ha TOJIA
obuta KT-anruorpacdust (89 % onpolieHHBIX Crieluaim-
croB) [45]. B npocniektuBHOM mccaenoBanuu P.D. Stein
et al. (2006) y B3pocibix 1mokazaHo, uro KT-anruorpadus
00J1a/1aeT BHICOKOM 4yBCTBUTEIBHOCTBIO (83 %) u crenu-
buyHoCTBIO (95 %) [46]. [IpOCTIEKTUBHBIX UCCJICIOBAHUIA
cpenu paeteil He mMpoBoauiaoch. COBpPEeMEHHBIN METOM
nByxaHepretuueckoit KT mo3BojisgeT monydath Oosee
JIeTalbHYIo (1o cpaBHeHMIO co ctaHaapTHoi KT) nHdpop-
Malu©o 00 aHATOMUYECKOM M (DYHKIIMOHAJIbLHOM CTpO-
€HUM JIeTKUX Oe3 yBeJIWYeHUs JIydyeBoil Harpy3ku [47].
[Ipu ouyeBUAHBIX TUIFOCAX 3HAYMTEIBHBIM HEIOCTaTKOM
KT-anruorpapuu sBasieTcst JydeBas Harpys3ka, OJHa-
KO B McclieqoBaHuu, mpoBeaeHHOM M. Yanagawa et al.
B 2014 1., moka3zaHO, YTO COBPEMEHHBIN WUTEePaTUBHBII
METOH PEKOHCTPYKIIMU M300paXeHW Ha OCHOBaHUM
mopenu npu nposeaeHuu KT mo3Boiisier 3HAYUTEIBHO
CHU3UTD 103y o0nydeHus (no 80 %) 6e3 moTepu KayecTna
n3o0paxeHus [48].

[Tpu Busyanuzamuu TOJIA ucnons3yrwoTcs takxke MPT
¥ MaTHUTHO-pe30HaHCcHas aHruorpadus (MP-anruorpa-
¢us) nerkux. besycnmoBHbIM focTonHcTBOM MPT siBisier-
Csl OTCYTCTBHUE JIyU€BOI HArpy3KH, a TAaKXKe OHA aKTyaJlbHa
M1 TAIMeHTOB, MMEIOIIMX aJUIepruio Ha Homcomepxa-
11e KoHTpacTHble BemecTBa. Hegoctarkamu MPT sBiisi-
IOTCSl JUTUTEBHOCTh MPOBEICHUS MCCICIOBaHUS, OTHO-
CUTeJIbHAs TOPOTOBM3HA M HEMOCTATOUYHAs TOCTYITHOCTh
11T TAlMEeHTOB. B psime mcciaemoBaHMit MOKa3aHO, 4YTO
yyBcTBUTENIbHOCT MPT/MP-anrnorpaduu nerkux mpu
TSJIA cocrasnster ot 75 1o 100 %, a crietuU9IHOCTD — OT
95 10 100 % [49]. OnHako BaxHO cKa3aTh, UTO IIOKa3aTe/Iu
YYBCTBUTEIBHOCTU U crielduyHoct M P-aHruorpagumn
PE3KO CHIKAIOTCS IIPU HEYIOBJICTBOPUTEIBHO ITPOBEACH -
HOM uccnenoBanuu [50].

K nomomHUTEIbHBIM METOAaM WHCTPYMEHTATbHBIX
MCCJICIOBAHUM, IIMPOKO IOCTYIIHBIX B KIIMHUYECKOM
MpakTHUKe, Y MallMeHTOB C XXajlobaMu Ha 0OoJb B TpyAH,
TaxXUITHOE ¥ ITpU Haauyuu mpusHakoB CH MoxkHO oTHeCTH
3JIEKTpOKapanorpachuio, OMHAKO BBISBICHHBIC HAXOIKHU
(n3meHenus1 cermeHTa ST, OJ10Kagbl MPOBOASILEI CUCTE-
MBI, apUTMUU, U3BMEHEHHUS OCH cepilla) HecTeInMDUIHbI
M MOTYT OBIThb CJCACTBMEM pPAa3JIMUHBIX 3a00JeBaHUI
nomumo TDOJIA [44].

[IpuMmeHeHUe yIBTPa3BYKOBBIX METOAUK MMEET HU3-
Ky 4YyBCTBUTEJIBHOCTb M CHEUM(MUIHOCTH IJISI BBISB-
JICHUSI TpOMOOSMOOJIMM NUCTAJbHBIX BETBEH JIETOYHOI
apTepuu, OIHAKO UX I1IeJIeCO00pa3HO MCIOJb30BaTh IS
MOMCKa MCTOYHMKA TpoMOO3MOO0Ja, TaK KaK 3a4yacTyro
TI'B u TOJIA cBazansbl. s Beiasiaenus TT'B conorpagus
00y1a1aeT BBICOKOM UyBCTBUTEIBHOCTBIO U CIICIIM(PUIHO-
ctb10 (97 % 1 94 % cooTBeTcTBEeHHO). 1T OOHApYXXEHUSI
TPOMOOB B ITOJIOCTH CEp/lia U B MIPOKCUMAJIbHBIX OTAEIaX
JIETOYHOM apTepuy MOXET OBITh MCITOJIb30BaHA 3XOKap-
nuorpadus, B TOM YMcie ypecnuiieBoaHas [4, 10].
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Jleuenue TpoMO0IMO0JIMH JIETOYHOI apTEPUN

Jleuenne TOJIA MoOXeT OBITH 3aTPYIHUTEILHO IS
KJIMHULIMCTOB, KOTOPbIE PYTMHHO HE 3aHUMAIOTCS Tepa-
e TpoMO030B y eTell, TaK KaK B MUPOBOI JTUTEpaType
Ha CEroJHSIIHUN NeHb Majio MyOJMKALMi U paHIOMM-
3UPOBAHHBIX KIMHUYECKUX MCCICIOBAaHUN Ha 3Ty TEMY,
a UMeloIIecs peKOMEeHIAllu B OCHOBHOM 3KCTpaIioiu-
pPOBaHbBI U3 TaHHBIX, TTIOJTYICHHBIX Y B3POCJIBIX IMAIIEHTOB.
PexomMenpanuu 1o nedyeHuto BTD y gereit AMepuKaHCcKO-
ro o0IIeCcTBa reMaToJIOroB U1 MexXayHapoIHOIo 00IIecTBa
Mo TpoM0OO3y U reMocTtasy, onmyonumkoBaHHble B 2025 T,
B OCHOBHOM HOCSAT o01IMit Xxapakrep [27].

B kxauecTBe OCHOBHBIX MpernapaToB B Tepanuu BTD
un TOJIA y neteii nmpuMeHsieTcsl He(ppaKIIMOHUPOBAHHBI
(H®T') 1 HU3KOMOJIEKYISIPHBINA renapuH. Y MalueHTOB
C pUCKaMM KPOBOTEUYEHMI MPEANOUYTUTEIBHO UCIIOIb30-
Batb H®T, koTopslii 061agaeT 001e€ KOPOTKUM IIEPHUOIOM
MTOJTYBBIBEICHUSI, YTO TTO3BOJISIET JIy4llle KOHTPOJIMPOBATh
npoBoauMylo Tepamnuio [38, 43]. B ciiyuyae nmepeno3upos-
KU, pa3BUTUS KPOBOTCUCHUS WM HEOOXOIMMOCTHU MPO-
BEICHUS SKCTPEHHOTO OIEpPaTUBHOTO BMeIlaTeIbCTBA
BO3MOXHO MPUMEHEHME TTpOTaMUHa CyJb(aTa B KaueCTBe
antunora kK H®I. duckyrabeneH Bompoc HaszHayeHUs
MMpoTaMUHa CyJIbdara Mpu Teparnu HU3KOMOJIEKYJISIPHBIM
rermapyuHOM B CBSI3U C JIMIIb YaCTUYHBIM ITONABJICHUEM
aHTHU-Xa-aKTUBHOCTH, OJHAKO MMEETCS PsI COOOIICHUIA
00 3 (GEKTUBHOCTUA JaHHOM Teparuu y B3pOCIIbIX Tally-
EHTOB IJIs KyNMMPOBaHMUSI T€MOPPArMuyeckoro CHHApPOMA.
[IpunsaTHE pereHns JOKHO ObITh OCHOBAHO Ha B3BEIIN-
BaHUM MOTEHLMAIBHOM ITOJB3Bl OT TePaiK U TTOTEHIIN-
aJIbHOTO PUCKa a/lJIepruuecKux peakuuii [51].

V nereit ¢ TDJIA B cTaOUIIBHOM COCTOSIHUM TTPUMEHSI-
I0TCS TaK:Ke TepopaibHble aHTUKOAryIsIHThL. McTopuue-
CKM TIEPBBIMU TOCTYITHBIMU MEPOpaJTbHBIMU aHTUKOATY-
JITHTaMU OBLIM aHTaroHMCTHI BUTaMuHa K, B yacTHOCTH
BapdapuH. OmgHako ero mnpUMEHEHUE JUMMUTUPOBAHO
HEOOXOAUMOCTbIO KOHTPOJISI MEXIYHapOIHOIO HOpMa-
JIN30BAaHHOTO OTHOILICHUS, HAJIMYMEM MHOXKECTBEHHBIX
B3aMMOJEWCTBUI ¢ APYyIrUMU IIperapaTaMy U IPOLyKTaMU
MUTaHus, KoTopble 0oratel BuTaMuHoMm K [27, 38].
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IlepcrnieKTUBHBIMU SIBJISIIOTCSL TIperapaTbhl W3 IPYII-
bl MPSIMBIX IIEPOPaAIbHBIX AHTUKOATYJISSHTOB, KOTOPbIE
npeacTaBjieHbI B Ta0JI. 5.

IIpsimMble TIepopaibHbIe aHTUKOATYJISIHTBI TIO3BOJISIIOT
n30eKaTh MHBEKINM, UMEIOT MEHbIIIee YMCJIO B3aUMO-
JIeICTBUIA, YeM aHTaroHUCTH BUTaMuHa K, u He TpeOyItoT
PYTMHHOIO MOHUTOPUHTA aHTU-Xa-aKTUBHOCTH [27].

OcraeTcst OTKPBITHIM BOIIPOC O IJIMTEIbHOCTU aHTH-
KOaryJssHTHOI Tepanuu y nauueHToB ¢ TOJIA. YV nereit
¢ cumnromatuueckoin TOJIA MUHMMANBHBIA PEKOMEH-
JOBaHHbII CPOK JIEYCHUsI COCTABJISIET 3 MeC, IIPU 3TOM
cliydaitHo BuIsiBAeHHass TOJIA, BeposiTHO, He TpeOyeT
JIEYeHUsI, OHAKO 3TOT BBIBOJ OCTAETCS AUCKYTaOCIbHBIM
[27, 43].

Eme onnum MetonoMm neueHus TOJIA y nereii sBis-
eTcsl TPOMOOJIM3UC, MPUMEHEHME KOTOPOrO IIO3BOJISIET
JOCTMYb OIEPAaTUBHOIO pa3pellieHMs] KIMHUYECKMX
MPOSIBJIECHUI TpoM0O3a, a TakKe CHU3UTh PUCK pa3BU-
THUSI IOCTTPOMOOTHYECKOTO CHUHIPOMA 3a CYET OBICTPOro
YIYYIIeHUsT IPOXOAMMOCTA TPOMOMPOBAHHOIO cocyaa
[52]. CymectByoniue peKOMeHIAMM OOITyCKalOT IIPO-
BelIeHUE TpPOMOONM3Kca TMallMeHTaM C CyOMacCUBHOI
TOJIA ¢ HeOONBIIMM PUCKOM KPOBOTEUYEHUSI, a TakKxXKe
TeM, y KOro oOHapy>KeHbl 3XxoKapauorpaguieckue (yBe-
JIMYEHUE TOJIOCTH IIPABOTO XEeJIyI04Ka, CMEIIeHUEe MeX-
JKEJIyJIOYKOBOI MEPEeropoaku B IMOJOCTb JIEBOIO XKEJy-
IoYyKa) U OMoxuMuueckue (IOBbIIIeHHME TporoHuHa I
W/WJIM MO3TOBOTO HAaTPUIYpPEeTUYECKOTO TEINTHIa) Map-
Kepbl IMC(PYHKLIMU TIpaBoro xenymouka [27]. Takxke mo
MMEIOIIMMCSI CKYIHbIM JAaHHBIM BBIIIOJHEHUE TPOMOO-
JIN3UCA MOXHO PacCMOTPETh [UISl IMALIMEHTOB C MacCHUB-
Hoit TOJIA ¢ HapylieHHeM TeMOIMHAMMKU U BBICOKHUM
PUCKOM JIETAJIbHOIO UCXO0/1a, Y KOTOPhIX HET JOCTATOYHO-
ro BpeMEHH JUIsl OTBETa Ha aHTUKOATYJITHTHYIO TePaIuio,
B TAKOM CJIydae TPOMOOJIM3UC C MOCICIYIOIIUM UCIOJIb-
30BaHMEM AHTHUKOAIyJSIHTOB aCCOLMUPOBAH C HEKOTO-
PBIM CHMXXeHMEeM cMmepTHOCTH [27, 53]. OnHako JaHHbIe
PEKOMEHIALIMM OCHOBAHbI Ha 3KCTPAIOJSLUU AaHHBIX,
MOJIYYEHHBIX Y B3POCJIbIX IALIMEHTOB, M1 UMEIOT HU3KYIO
JIOCTOBEPHOCTb JOKA3aTeIbCTB.

Tabmuna 5. Cpasnumensvhas xapakmepucmurka pazau4HbIX NPSMbIX NePOPANbHbIX AHMUKOAYAAHMO08

Table 5. Comparative characteristics of various direct oral anticoagulants

MexayHapoaHoe HelaTeHTo-
BaHHOE HAUMEHOBaHNe

Perucrpanus
B Poccuiickoii @enepanun
Registration in the Russian

International nonproprietary

Pa3peuien 14 aereit
B Poccuiickoii @enepanun
Allowed for children

Ku3HeHHO HE00XO0AMMbIE H BaJKHEI -
1K€ JIeKApCTBEHHbIE MpenapaTbl
Vital and essential medicines

name Federation in the Russian Federation
1 JlaburaTpaHa sTeKCUIaT Hert
Dabigatran etexilate Yes No Yes
[la, 11st TOHOIIEHHBIX HOBOPOKICH-
2 PuBapokcaban Ha HBIX Maccoi Teia > 2,6 KT Ha
Rivaroxaban Yes Yes, for full-term newborns with a body Yes
weight of more than 2.6 kg
Ha, nns nereii ctapuie 28 aHei
3 ArnukcabaH Ha M Maccoii tena > 35 Kr Ha
Apixaban Yes Yes, for children over 28 days old and Yes
weighing more than 35 kg
4 DnokcabaH Ha Her Her
FEdoxaban Yes No No
5 Berpukcaban Her Hert Hert
Betrixaban No No No

IIpumevanue. * — mao. 1 gopma.

51 1eKapc

Note. * — tablet dosage form.

0630pb! nuTepatypbl // Literature reviews




0630pb! nuTepatypbl // Literature reviews

) POCCUIACKII YKYPHATT

POAOr [ETCKOM FTEMATONOIWN w OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology

Paznuyalor cucTeMHBI M JIOKaJIbHBINM (HampaBieH-
HBIi, 9HIOBACKYJISIPHBIN) TPOMOOJU3UC, KOTaa TPOMOO-
JIMTUYECKUI TIperapaT BBOIUTCS 4yepe3 KaTeTep Hemo-
CpeICTBEHHO K MeCTy TpoM0o3a WM Aaxe B caM TpoMO
[52].

CyliecTByeT HECKOJIbKO IpernaparoB ISl TPOMOOJIM-
3Uca; CTPENTOKMHA3a, YPOKMHA3a M PEKOMOMHAHTHBIM
TKaHeBo# akTuBaTop IaasMuHoreHa (rtPA) [52]. Cornac-
HO POCCUMCKMM KIMHUYECKHMM peKoMeHmauusm [54]
U psimy 3apyOeXXHBbIX cTaTeit [52, 55] mpemapaToM BeiOOpa
IIJIsT TIpOBeIeHUsT TpoMOOIM3uca y aeteil sieasiercst rtPA,
00J1agaronii BBICOKMM CPOJICTBOM K (bMOPUHY U OTHO-
CHUTEJIbHO HEBBICOKO MMMYHOT€HHOCTBIO. B Ta61. 6 yka-
3aHbl 1036l ItPA Mpu CUCTEMHOM M 3HIOBACKYISIPHOM
TpoMOOJIU3UCE.

Jlo BBIMOJHEHUS MPOLEAYPhl TPOMOOJIM3KUCaA Iallv-
E€HTYy HeoOXOOMMO HayaTb aHTHMKOATYJISHTHYIO Teparuio
HO®T B no3ze 10 Ex/kr/4 aist npeaoTBpalleHKs [IOBTOPHO-
ro TpomM003a, TaK Kak IpU pa3pylIeHUH TpoMOa BHICBO-
0OXmaeTcsd aKTUBUPOBAHHBLIA TPOMOWH, Y4acCTBYIOLIWIA
B Kackaje Koaryasuuu [52, 54].

BaxHo ckazaTb, 4T0 3(p(GEKTUBHOCTh TPOMOOIM3KCA
y IeTeli, B OCOOEHHOCTHU Y HOBOPOXKIECHHBIX U MJIaICHIIEB,
MOXKET OBITh CHMKEHA M3-3a (DU3MOJOTMYSCKU CHUXKECH-
HOTO KOJIMYECTBA IJITa3MUHOTeHa B KPOBM B CPaBHEHUHU CO
B3pociabiMu. [lepen TpomMOOMM3MCOM HEOOXOAUMO YIO-
CTOBEPUTHCS B OTCYTCTBUU Ae(PUIIUTA CBEXKE3aMOPOXKEH-
HOI1 M1a3MBbl M IPU HEOOXOAMMOCTH BBECTH €€ B KaueCTBE
WCTOYHMKA TIJIa3MUHOTeHa [52, 54].

B Teuenue Bceit mpoleaypbl TpOMOOIM3KCA TTallUeH-
TaM HeOoOXOAUMO TIPOBOJIUTHL JIAOOPATOPHBLIA MOHUTO-
PMHT Kaxabie 6—12 4, 10 MHEHHIO 3apyOeKHBIX aBTOPOB
[52], u kaxnpie 3—6 4, IO JAHHBIM OT€YECTBEHHBIX PEKO-
MeHmanuii [54]. B cKpMHUHT TOJKHBI BXOAUTH OOIIWIA
aHaJIM3 KPOBH, IIPOTPOMOMHOBOE BpeMsl, aKTUBMPOBAH-
HO€ YacTMYHOE TPOMOOILIACTMHOBOE BpEMSsI, YPOBEHb
¢ubpuHoreHa, miaasMuHoreHa u D-mumepa. Ilpu cHu-
XKeHuM pudpuHoreHa MeHee 1 /1 u/uUau TPOMOOIIUTOB
MeHee 100 ThIC/MKJI HEOOXOAMMO MPOBECTH UX 3aMellle-
HUE KPUOMPEIUITUTATOM U/UIN KOHIIEHTPaTOM TPOMOO-
IIUTOB COOTBETCTBEHHO.

HanGonee 4dyacTbIM OCIOXHEHHEM TpoMOoIM3Mca
SIBJIICTCSI MOBBIIIICHHASI KPOBOTOUMBOCTD, KOTOPAst MOXKET
npocturath 70 %. W3 Hux 20 % npuxomuTcs: Ha TsKeJble

Tabmua 6. osuposanue rtPA [52]

Table 6. Dosing of recombinant tissue plasminogen activator [52]

Cnoco0 TpomMooHM3HCca

Boumoc TpomMOoMTHKA epe Havya oM uHgy3uu

Mode of thrombolysis Bolus thrombolytics before starting the infusion
Her
CHCTeMHBI No
Systemi
ystemic Her
No
aiiﬁi;gg;lpﬂbm 0,1-0,3 mr/kr/4 (MakcumaibHo 10 Mr/4)
Endovascular (local) 0.1-0.3 mg/ke/h (max 10 meg/h)
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KpoBoTeueHUs1 [54]. DHAOBACKYISIPHBINA TPOMOOIU3UC
y AeTeil MOXeT ObITh aCCOLIMMPOBAH C MEHbIIIE Bepo-
SITHOCTBIO PAa3BUTHUSI CEPbE3HBIX KPOBOTCUEHMI, TaK KaK
MalMeHTY BBOIUTCS CHIMIKEHHasl 1032 TPOMOOJIUTHKA,
OMHAKO PaHIOMM3UPOBAHHBIX MCCIEIOBaHUM, TOMI-
TBEPKIAIOIIMX 3TO, HA TaHHBII MOMEHT He IMPOBOIMUIOCH
[52, 55].

TpomMOsKTOMUS Yy neTeit He peKOMEHI0BaHa, OJHAKO,
10 MHEHMIO 3KCIEePTOB, JOIYCTMMA Y MAaIlMeHTOB C cep-
JIEYHO-COCYAUCTOM mMaTojoruei, BTopu4HOi K TOJIA
[27]. Hampumep, B HegaBHEM MeTaaHaju3e IOKa3aHo,
YTO MPU UIIEMUIECKOM UHCYJIBTE Y IeTeil TPOMOIKTOMUS
MOXeT OBbIThb Oe30rmacHbIM U 3(GGEKTUBHBIM METOIOM
JeyeHus [56].

Metonom mpodunaktuku TOJIA gBnsieTcsl yCTaHOB-
Ka KkaBa-¢unbsrpa. Ilpoueaypa moka3zaHa MalMeHTaM,
Y KOTOPBIX MMEIOTCSI aOCOJIIOTHBIE MPOTUBOITOKA3aHMS
K aHTUKOATyJISTHTHOI Tepalvu WIM y KOTOPBIX KOHCTa-
TUpOBaHAa HEed(PEKTUBHOCTL YK€ IPOBEICHHON CTaH-
JapTHOU Tepaluu aHTUKOarylIsHTamu. B Takom ciyyae
MOXHO PacCMOTPETb BOIPOC 00 YCTaHOBKE BPEMEHHOTO
KaBa-(puiabTpa Wi OpoPUIaKTUKUA 3MOOIUM, a TIpu
YCTpaHEHUM aOCOIOTHBIX IPOTUBOIIOKA3aHUI PEKOMEH-
JIOBaHO YIaJUTh €r0 U IMPOMOJIKUTH aHTUKOATYJISTHTHYIO
Tepanuio [27]. JlaHHas onuus MUMeeT OUeHb HU3KUI ypo-
BeHb JOCTOBEPHOCTHU JA0Ka3aTeJIbCTB, OYEHb PEIKO IPH-
MEHSIETCS Y IeTeii 1 B 11eJIOM He peKOMEHIOBaHa.

3akioyenne

TOJIA gBngercs OmHONW M3 aKTyalbHBIX IpOOIEM
neauatpun. B orimume ot B3pocawix TOJIA y nereit
00BbIYHO HE BOZHUKAET 03 MIPUYMHBI, IIPAKTUYECKH BCET-
J1a €CTh KaK MUHUMYM OJIMH (haKTOp prcKa, Jalle BCEro —
LIBK. C pa3ButremM MeIULIMHBI YBEIUUYUBACTCS BBIKMBA-
€MOCTb IMALMEHTOB B KPUTUYECKUX COCTOSIHMSIX, a BMe-
CTe€ C OTUM OTMeYaeTcs M pocT 3aboneBaemoctu TOJIA,
II03TOMY OY€Hb Ba’KHa HACTOPOKEHHOCTDb Bpaya, TaK Kak
0e3 ObICTPOIl AMATHOCTUKHU W aIeKBATHOIW Tepanuu OoHa
MOXET TPUBOINTh K CMEPTHU. «30JIOTBIM CTAaHIAPTOM»
B nuarHocTuke TOJIA Ha CeromHSIIHUN NEeHb SBISETCS
KT-anruorpagust, onHaKo y Hee UMEETCsI CyIIeCTBEHHBII
HEIOCTaTOK — JyuyeBasl Harpy3ka, I03TOMY IePCIEKTUB-
HBIM METOJIOM MOXXHO cuuTaTh MP-anruorpacduio. Jleue-
Hue TOJIA nmpoBOAUTCS aHTUKOATYISIHTAMHU, B PEIKUX

IIponomKkuTeLHOCTH
Nudysus TpoMOOIU3UCA

Infusion

Duration of
thrombolysis

Huskast no3a: 0,01—0,06 mr/Kr/d (MaKCcUMaTb-

6—724
HO — 2 MT/4) 6—72h
Low dose: 0.01—0.06 mg/kg/h (max — 2 mg/h)
Boicokast no3a: 0,1—0,5 Mr/Kr/4a 2—64
High dose: 0.1-0.5 mg/kg/h 2-6h
0,01-0,03 Mr/xr/4 (MakcuManbHO — 1—2 Mr/u) o 72—96 4
0.01-0.03 mg/kg/h (max — 1—2 mg/h) Upto72—96 h
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clydasix TpedyeTcs mpoBeaeHue TpoMboausnca. Mcmonb-
30BaHue KaBa-(PUILTPOB HE MOXET pacCMaTPUBAThCS KaK
pyTUHHBIN MeTon TipodunakTuku TOJIA y geteit. OueHb
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Ba)kKHO TPOJOJIKEHKE rcciaenoBanus aetckoil TOJIA mis
pa3pabOTKNM HOBBIX METOIOB TPO(GMIAKTUKU, OTUATHOC-
TUKU U JICYCHUSI.
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Pemunobnacmoma (PB) — o0na u3 naubonsee pacnpocmpaHeHHbIX 310KA4eCMBeHHbIX 8HYMPUAa3HbiX onyxosel y demeil. [lokazamens
3abonesaemocmu Pb 6 mupe cocmaeasem 1 cayuaii na 16 000— 18 000 ncuswix Hogopoxcoennvix. B omcymemeue docmyna k eenemuueckum
MapKepam onyxoau 0ghmanrbMoOHKOAORU CIMPO20 NOAARAIOMCA HA KAUHUYeCKUe NPUSHAKU NpU NPUHSMUL MEePanesmu4eckKux peuleHuil.
3Hanue eenemuteckoil npupoosl U MOAeKYAAPHbIX ocoberHocmell PB moocem obecneuums 6onee o6seKmueHoe noHUManue 3a601e8anus
6 Ueaom, nposederue panteil OUASHOCMUKU, NPOCHO3UPOBAHUE MeUeHUs 3a001e8aHUs, 8 MOM HUCAe OUEHKY Mepaneemuieckoeo omeema
Onyxonu Ha feeHue. Bmo daem 803MONCHOCMb UHOUBUOYAAUSUPOBAMb MAKMUKY 6e0eHUs NAUUeHMA, HANPABAEHHYI0 HA COXPAHeHUe
JCUBHU U, MO HEMAN0BANCHO, OP2AHA 3peHus U e2o GyuKkuyuu. Jlo HedasHe2o épemeny MONeKYAapHOe U eeHoMHOe npoguauposatue PH
02PaAHUMUBANOCH UCKAIOUUMENbHO SHYKACUPOBAHHBIMU 2AA3AMU, YO 00BICHAA0CH 3ANPEMOM BbINOAHEHUS NPAMOL OUONCUU ONYXOAU U3-3A
PUCKA IKCMPAOKYASIPHOLO PACHPOCMPaHeHUs. AnbmepHamueoti npamoti buoncuu vicmynaem scudkocmuas 6uoncus. Ee duaenocmuyeckuil
HOMEHYUAA OCHOBAH HA HAAUYMUU 8 HCUOKOCMAX opeaHusma eneksemournoil THK, 6 mom uucnre u onyxoneeoeo npoucxoxcoenus. /s
nayuenmos ¢ PB 0cHOGHbIM UCNOAb3YeMbIM MAMEPUANOM 051 NOUCKA 2ePMUHAAbHBIX Mymayull seigemcs kposs. O0HaKo 045 anaiusa
comamuueckux mymauuii 6 onyxonu 6 cayuae ¢ Pb kposb He seasemcsi docmamouHo 00cmogepHbim mamepuaiom. B cmamoe npedcmasnen
0030p NYOAUKAYULl, NOCEAUCHHBIX B03MOICHOCAM 2eHOMHO020 npoghuauposanus PH ¢ nomowpro scudxocmuoii buoncuu. Mamepuansom
8blOOpa 05 HCUOKOCMHOU Ouoncuu 6 cayyae ¢ UunmpaokyasapHoi Pb seasnace éodsnucmas eénaea nepedueil kamepwl eaasa, Komopas
UCNONB308ANACH 8 UEASX UCCAeO08AHUS MOACKYAAPHO-2eHemuUecKol npupodst Ph in vivo.
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Retinoblastoma (RB) is one of the most common malignant intraocular tumors in children. The incidence rate of RB in the world is I case
per 16,000— 18,000 live newborns. In the absence of access to genomic biomarkers, ophthalmologists strictly rely on clinical signs when
making therapeutic decisions. Knowledge of the genetic nature and molecular features of RB can provide a more objective understanding of
the disease as a whole, conducting early diagnosis, predicting the course of the disease, including assessing the therapeutic response of the
tumor to treatment. This makes it possible to individualize patient management tactics aimed at preserving life, and, importantly, preserving
the organ of vision and its function. Until recently, molecular and genomic profiling of RB was limited exclusively to enucleated eyes, which
was explained by the prohibition of performing a direct tumor biopsy due to the risk of extraocular spread. An alternative to a direct biopsy
is a liquid biopsy. Its diagnostic potential is based on the presence of extracellular DNA in body fluids, including those of tumor origin. For
patients with RB, the main material used to search for germinal mutations is blood. However, for the analysis of somatic mutations in a tumor,
in the case of RB, blood is not a reliable enough material. The article provides an overview of publications on the possibilities of genomic
profiling of RB using liquid biopsy. The material of choice for liquid biopsy in the case of intraocular RB was the aqueous humor of the anterior
chamber of the eye in order to study the molecular genetic nature of RB in vivo.
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Bgenenue

Petunobnactoma (PB) — 3mokayecTBeHHOE HOBO-
00pa3oBaHWE ONTUYECKON 4YacTU CETYaTKU HEUPOIK-
TOLEPMAJIbHOIO IIPOMCXOXIEHMS, OdHA U3 Haumboiee
pacIpoCTpaHEHHBIX 3JI0KAYECTBEHHBIX BHYTPUTIA3HBIX
onyxonei y gereii [1]. Ilokazarenb 3aboseBaemoctu Pb
B Mupe cocrapisieT 1 caydaii Ha 16 000—18 000 >KuBBIX
HOBOPOXJIEHHBIX,  €XErOMHO  BBIABISIETCSI  OKOJIO
8000 HOBBIX city4aeB [2].

Brigernsior 2 ocHoBHEIE (popMbl PB: HaciemcTBeHHYIO
u criopanuyeckyto. HacnencrBeHHast hoopMa cocTaBisieT
40 % BCcex ciyyaeB M OOYCIIOBJIEHA HaJUYMEeM TepMM-
HaJIbHOW MyTallu¥W B OJHOM U3 ajuiesieil reHa RB 1, Takum
00pa3oM, OHa COAEPXKUTCS BO BCEX KJIETKAX OpraHM3Ma,
B TOM YKCJIE B TOJOBBIX, W TIEPEAAETCS TTOTOMCTBY I10

ayTOCOMHO-IOMMHAHTHOMY THITy HaclIeIOBaHUS, COMa-
THYecKask MyTallisl BOSHMKAET HETIOCPEICTBEHHO B OMHOM
WIN HECKOJNBKMX KIIeTKax ceTyaTku. HaciemcTBeHHas
bopma MMeeT KITMHUKO-(DEHOTUITNISCKIE OCOOCHHOCTH:
yale HaOIfomaTcs ouaTepanbHas dhopMma (2/3 ciyda-
eB) 1 MyJIbTA(hOKaIbHOE TTopaxkeHue. ClieayeT OTMETUTh,
YTO B CTPYKType OwmiarepaibHbix ¢opM B 2,1-3,5 %
CIy9aeB MOXET BCTpEUYaThCS TaK Ha3bIBaeMbIil (heHOMEH
TpuiaarepanbHoli PB, Korma mBycTopoHHee mopakeHue
IJIa3 CoYeTaeTcs ¢ MHTPaKpaHUATBHBIM PACIIONOXEHUEM
OITyXOJICBOTO OYara B IPOEKIIMU ITMHEaTbHON 30HBI WIN
cynpaceysspHoit Jokanm3zanuu [3]. Y 10 % mamueHToB
¢ HaciencTBeHHOU PbB BcTpeuaercss ceMeiHBIN aHAMHE3
3a00JieBaHUS. Y HOCHUTENICH TepMUHAILHOM MyTalluu
pUCK ITepeayu 3a00/1eBaHKS ITIOTOMCTBY cocTaBisieT 50 %,
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IMO3TOMY BCEM HOCHUTEJSIM MATOTEHHBIX T'eépMUHAJIbHBIX
MyTaluii B reHe RBI nipu NJIaHUPOBAaHUU JETOPOKICHUS
pEeKOMEHI0BaHa KOHCYJIbTalldsl Bpaya-TeHeTuKa. Takxke
JIJIsT HOCUTEJIe TepMUHaIbHOM MyTaliuu B reHe RB1 puck
pa3BUTHS 3JI0KAYECTBEHHBIX HOBOOOpA30BaHUI IPYIMX
JIoKanu3aluii (ocTeocapkoMa, pak MOYEBOTO ITY3BIpS,
paK MOJIOYHOI KeJie3bl, paK JEerkoro, MejaaHoMa 1 Jp.)
MPEeBBIIIACT OOIISITOMYISILIMOHHBIN, B CBI3U C YeM PEeKO-
MEHIOBAaHO TIIATEJIbHOE MOMCIIAHCEPHOE HaOIIOACHNE
B TeueHue Bcelt xku3Hu. Criopaauyeckasi hopma, cocTaB-
sstontast 60 % Bcex ciyyaeB PB, cBsizaHa ¢ MyTauusiMu,
3aTparMBaroIIMMy 00a ajiess reHa RB1 B KieTKax-Tpe-
IIeCTBEHHUKaxX ceT4yaTKu. HeHacnencrBeHHass ¢opMa
MaHUGbECTUpYeT ITI03XKEe U XapaKTepu3yeTcsl OIHOCTO-
POHHUM MOHOGMOKaAJILHBIM IopaxkeHnem [4—6]. 3HaHne
TeHETUYECKOM MPUPOALI U MOJIEKYJISIPHBIX OCOOEHHOCTEM
Pb mMoxeT obecrieunth 60j1ee 0OBbEKTUBHOE TIOHMMAaHUE
3a00JieBaHUs B 1I€JIOM, IPOBENCHWE paHHEW auarHoc-
TUKH, TTPOTHO3MPOBAaHUE TEYCHMS 3a00JIeBaHUSI, B TOM
YUCce OILICHKY TepaneBTUUECKOro OTBEeTa OIyXOJM Ha
JIeyeHre. DTO JaeT BO3MOXHOCTb MHAMBUIYaTU3UPOBATh
TaKTUKY BeJCHMS TAlIMEHTa, HaIIpaBJICHHYIO Ha COXpaHe-
HHUE XU3HU U, YTO HEMaJOBaXKHO, OpraHa 3peHUsI U ero
¢yHkuun. B HacTosiee Bpemsi MpOrHo3 3a0ojieBaHUsS
U BBIOOP TaKTUKU JICUCHUS OCHOBBIBAIOTCSI HAa YETKMX
MMOKAa3aHUsIX IS COXpaHEHMS TJ1a3a y TTallMeHTOB C MHTpa-
okyJnsipHoii Pb B coorBeTcTBMM ¢ Knaccudukauueii [IRC
(International Intraocular Retinoblastoma Classification,
MexxnyHapomHasi Kiiaccu@uKalms UHTpaoKyasipHoii PB).
B xnaccudukanuu Beinensercs S5 rpyni (A, B, C, D, E)
B 3aBHCMMOCTH OT JIOKQJIM3allMM, Pa3MEpOB OITyXOJIH,
HaJW4Msl OTCEBOB U BTOPMYHBLIX ocioxHeHuit [7]. Tlpnu
PB rpynnm A—D Bo3M0OXHO mpoBeeHe OPTaHOCOXpaHsI-
IOIIIEeTO JISYSHMSI, TOraa KaK B OOJBIIMHCTBE ciayyaeB Pb
rpynnbl E mokaszana sHykjeanus riasza. KpaitHe HeoO-
XoauM 00Jiee COBEPLICHHBIA METOI IPOTHO3UPOBAHUS
COXpaHEHUs Ila3a U OTBETa Ha TepaIulo s MallMeHTOB
¢ Pb. Jlo HemaBHEro BpeMeHU MOJIEKYISIPHOE W T€HOM-
Hoe TipodunupoBaHue PB orpanuumBasoch MCKITIOUM-
TEJbHO PHYKJICUPOBAHHBIMM IJIa3aMU, YTO OOBSICHSIIOCH
3aIIPETOM BBITIOTHEHUS IIPSIMOI OMOTICHM OITyXOJIM U3-3a
pUCcKa BKCTPaoOKYJISIPHOTO pacrpocTpaHeHus [8, 9].
AJIBTEpHATUBON MPSAMOI OMOIICUMU BBICTYNAET KUIKOCT-
Has ouoricus. Ee numarHocTryeckuii moTeHIMaa OCHOBaH
Ha HaJW4YUM B XKMIKOCTSX OpraHM3Ma BHEKJICTOYHOM
JHK, B TOM 4yuclie 1 OmyX0JIeBOTO MPOUCXoxXaeHus. JIs
nauueHToB ¢ Pb 0CHOBHBIM MCITOJIB3yeMbIM MaTepraioM
IS TIOMCKA TePMUHAJIBHBIX MYTaIlMii SIBIISICTCSI KPOBb
[10—12]. OpHako nmjig aHaIM3a COMATMYECKUX MYTaluit
B OomyxoJi1 B ciiyyae Pb KpoBb He ABJIsIETCS JOCTaTOYHO
JIOCTOBEPHBIM MaTepUaJoM, YTO OOBSICHSIECTCS HECKOJb-
KAMU IPUIMHAMU:

1) HemoCTaTOYHOI KOHIICHTpalMell TeHeTUUECKOIo
MaTepuajia Ha paHHMX CTamusIX 3a00JeBaHUS WIN TTOCe
HayaJjia Teparuu;

2)  HEeZOCTaTOYHON CIeUMOUUHOCTHIO TTOJYYEHHBIX
JNAHHBIX W 3aTPyJIHEHUEM WHTEPIpPETalUuu Pe3ybTaToOB
aHaJlM3a Marepuaya Mpyu HACJAEeICTBEHHOM OWIaTepalbHOM
Pb BciiencTBre reTeporeHHOCTH OITyXO0JIei B KaKIOM IJ1a3y.
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MarepuasioM BbIOOpa IS KMIKOCTHOM OHOIICHU
B ciayyae WHTpaokyispHoit PBb saBnsgercsa BoassHuCTas
Binara (BB) nmepenHeit kaMephbl I1a3a, KOTOpasi UCTOJIb3Y-
€TCS B LIeJISIX UCCIICA0BAHUS MOJIEKYJISIPHO-TEHETUUECKOM
npupoasl Pb in vivo. B 2017 1. J.L. Berry et al. BriepBbie
WUCCIIeNOBAI MOJICKYJISIpHbIE OMOMapKepbl OITYXOJH
B BB, monyyeHHoit B pe3yabraTe OMOIICUU in Vivo B paM-
Kax MpoBeeHUs JieueHus1. [eHeTnueckuii mpouib HOBO-
o0pa3oBaHUsl, ONPeAeIEHHBIN 10 OIyX0JeBOM (dpakuuu
(tumor fraction, TFx) Buexnerounoit JAHK (BkIHK)
B BB, coBmai ¢ TakoBbIM 10 pe3ynbratam aHanuza JHK
TKaHU OITyXOJIM YK€ IMOCJIe MHULIMAIBHON WIN BTOPUY-
HOI SHYyKJIeallMM M3Yy4YaeMbIX IJIa3 B CBI3M C Heymauyei
OPTraHOCOXPAHSIIOIIETO JedeHUsI. TakuM oOpa3oM, aBTO-
pBI 1okaszanu, yto BB mepenHeit kamephl rna3a sBiseTcs
LIEHHBIM MCTOYHUKOM ormyxoieBoii JIHK u, B cyniHocTH,
cypporaToM IpsiMoit ouoricun [13].

IHea» mannHOro 0030pa — IPENCTaBUTHL COBPEMEHHBIE
3HaHUS O XUIKOCTHOM Ouoricun BB mepenHeit kamepbl
r1a3a rpu PB, Bkittouast MeToauKy 3a00pa o0pa3ioB, aHa-
JIN3 CIIeKTpa reHOMHBIX n3MeHeHuii Bo BKJHK 1 moteH-
LIMaJIbHOE KIIMHUYECKOe TPUMEHEHHUE.

s HanmcaHus ob3opa JIUTepaTypbl HaMU ObLT IPO-
BelIeH CHCTEMaTWYeCKMii aHaau3 BceX NMyOauMKauuii Ha
3aJaHHyIo TeMy B 0a3ax gaHHbIX PubMed, Google Scholar
n Cochrane Library ¢ mcnonb30BaHHEM COOTBETCTBYIO-
IIMX KJTIOYEBHIX CJIOB.

MeToauKa BbINOJIHEHHS 3200pa BOASIHUCTON BJIATH, WM
JKMJIKOCTHOI OMOIICHY BHYTPHINIA3HOI KUIKOCTH

OO0pa3s1Lbl 1T XKUIKOCTHOM OMONICHUY MOJIyJaloT IyTeM
rnapaleHTe3a POTOBHUIILI C MCIIOJb30oBaHMeM ULl 32G
st coopa 100 mxut (0,1 1) BB mepenHeit kamepsl ri1a3a
(pucyHok). Ilpouenypa BBITIOJHSIETCS C 00SI3aTEIbHBIM
AHECTEe3MOJOTMUYECKMM 00eCIieYeHUEeM KBaJIU(UIIUPO-
BaHHBIM O(PTATBLMOXMPYProM B OIepallMOHHOM ¢ COOJIIO-
JIEeHUEeM TpaBWI aCeNTUKU 1 aHTUcenTuku. [lepen mapa-
LICHTE30M HEOOXOAUMO YOEeTUThCS B TOM, UTO MEPEIHSISI
KaMepa Ijia3a mpo3pavyHa, chopMrUpoBaHa U HE COIEPKUT
OITyXOJIb, BHYTPUIJIA3HOE NaBJI€HUE TOJLKHO OBITh B IIpe-
nenax HopMbl. OTCYTCTBUE ONYXOJIM B MEepeaHell KaMepe
IJ1la3a TOATBEPKIAeTCSI OCMOTPOM C ITOMOIIBIO IIIeJie-
BOIl JIaMITbl U YJIBTPa3BYKOBON OMOMUKPOCKONUU (TSI
BBISIBJICHUST MOPaKeHUs IIUIMApHOTO Tejda M Pamy>KHOM
000JIOUKM), TaK KaK MpU HaJIUYUU HOBOOOPA30BaHMUS
B YKa3aHHBIX OOJIACTSX CJeAyeT M30eratb rnapauleHTe3a.
ITocne coopa oOpa3unsl BB nepenneii kamepsl T1a3a Haj-
JIexaniM odpa3zoM xpaHaTcd rpu Temmnepatype —80 °C,
a BeigeneHue JJHK npoBonutcs B reuenue 72 u [14].

be3onacHocTh BBINOJIHEHHS 3200pa BOISHUCTOM BJIATH
U3 nepeaHeii Kamepsl Iia3a

HMmeroiuecst B HacTosiiee Bpemsl TaHHbIE TTOATBEP-
JKIAI0T 0e30MacHOCTD BHITIOJIHEHUST 3a00opa BB 13 nepen-
Hell kaMmepsl r1a3a. [IpoBeaeHHbIe TUCTOMATONIOIMYECKe
HCCIeIOBaHUST IHYKJIEUPOBAHHBIX IJ1a3, KOTOPbIE paHee
MOABEPrajIuCh NMapaieHTe3y, MOATBEPIUIU, YTO CIEIbI OT
WUIJI HA POTOBUIIE 3aXWIN, U B HUX HE ObLJIO 0OHAPYKEHO
omyxoJieBbIX KJ1eToK. Kpome Toro, He ObLIO 3aperucTpu-
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Cxemamuueckoe u3zobpajcenue 3abopa BB u3 nepedneii kamepwl enasa.
Hoes pucynka — A. Muniyandi et al. (2024; https.//doi.org/10.1167/
i0vs.65.1.18). Pucynok co30an 8py4HYH C UCHONb308AHUEM NPUNOICEHUS
ibisPaint. Texnuueckas o6pabomka KOHMYPO8 8bINONHEHA ¢ NOMOULbIO Hell-
pocemu Gemini 3 Pro om kopnopauuu Google

Schematic representation of the intake of aqueous humor from the anterior
chamber of the eye. The idea of the drawing is A. Muniyandi et al. (2024;
https.//doi.org/10.1167/i0vs.65.1.18). The drawing was created using
application manually ibisPaint. Technical contour processing is performed
using a neural network Gemini 3 Pro from Google Corporation

POBAHO HUKAKMX OCJIOXHEHUI, CBSI3aHHBIX C 3a00pPOM
00pa3loB BHYTPUIJIA3HOW KMIKOCTH, BKIIOYass MHMEK-
10, rudemMy, KatapakTy, TpaBMy pamy>KHOIl 000JIOYKU
WIX CUHEXWHU, M HU Y OJHOTO MallieHTa He HabI101a10Ch
9KCTPAOKYISIPHOTO PACIIPOCTPAHEHUS TTOCTIE TPOLIECTYPhI
[15—18]. B OCHOBHBIX HCCIEAOBATENbCKUX paboTax 3a
nepron 2017—2026 rr. mpoaHaJIU3UPOBAH CIIEKTP FEHOM-
HbIX U3MeHeHMI Bo BHekjeTouHoil [IHK u BeinmonHeHa
OlICHKA WX BIMSIHUS Ha TIPOTHO3 KIIMHUYECKOTO TCUCHMUS,
BO3MOXKHOTO OTBETa OITyXOJIM Ha MPOBOANMYIO OpraHO-
COXPaHSIOIIYIO TePaIliio, U B UTOIe — IMPOTrHO3UPOBAHUE
COXpaHeHMs rja3a Ipu UHTpaokyJsipHoil Pb y neteil.

OcHOBHbIE pe3yJIbTaThl: COMATHYECKHE HW3MEHEeHHs
YHCJIa KOMHiA XPOMOCOMHBIX CErMEHTOB, aHAJIN3 TOYKOBBIX
MyTanmii reHa RB1, 4acToTa BCTpe4aeMOCTH MAaTOTeHHOTO
aJIJ1eJIbHOTO BApHAHTA, OMyXoJieBasi (ppaKius BHEKIETOUYHO
JTHK, cnekTp reHoB, acCONMHPOBAHHBIX C PETHHOOJIACTO-
MOt

B obpasnax BB mepegHeit kamepbl mia3a oOHapyxke-
Ha JoCTaTOYHas KOHIIEHTpAIMs HYKJIECUMHOBBIX KHCIIOT
(IHK, PHK 1 mukpoPHK), BEIIBJIEHBI TOUKOBBIE MyTa-
muu (single nucleotide variants, SNV) u SCNA (somatic
copy number alterations, coMaTU4YeCKHe W3MEHEHUS
qyciia KOl XpOMOCOMHBIX CETMEHTOB), KOTOPBIE COOT-
BerctBoBayin omyxosieBoii JIHK PB [19-23]. Cnenyer
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OTMETUTDH BIIMSIHME BpPeMEHHOI IIKajbl Ha 0oJiee BBICO-
Kyto kKoHueHTtpamuio BKJIHK, MmukpoPHK u 6enka nipu
3abope BB mo Havana jiedeHust U ee yMeHbBIIEHUE B XO/e
U Tocie Tepanuu: 3(P@PEeKTUBHOCTh PEe3KO MamaeT Ipu
3a00pe BO BpeMsI HEOMHOKPATHO MTPOBOAUMOIN MHTPABUT-
peansHoit xumuotepanuu (MBXT) (46 %). Takke umeeT-
CsI KOPPEJISIIUS MEXIY MECTHO-PAaCcIIPOCTPaHEHHOM BHY-
TpuriasHoii ctagueit (rpynnel D 1 E) u camoii BbIcOKOi
KOHILIEHTpallMeil 1ieJieBbIX MoJieKyn [24, 25]. HaubGonee
pacrnipoctpaHeHHbIMU Kilaccuueckumu SCNAs B BB nipu
Pb aBastroTcst moBbIlIeHUE YpOBHER 1q, 2p, 6p U CHIUXKe-
Hue ypoBHe#t 13q, 16q, a Takxke amruindukauus MYCN
Ha 2p [26—28]. B yacTHOCTH, TOKa3aHa MPOrHOCTUYECKASI
LICHHOCTb ITOBBILIEHHOIO YPOBHSI 6p M aMIUIM(pUKALIUU
MYCN Ha 2p, KoTopble HE3aBUCUMO APYT OT Apyra Kop-
pPeIUPOBAIN C TSKEJIBIM KIMHUYECKUM TeUeHNEeM, HeoO0-
XOIUMOCTBIO 0OJiee arpeCCMBHOTO JIEUEHUS M BBICOKOI
BEPOSITHOCTBIO 3HYKJIeallMu B OymayiieM [29]. O6Hapyxke-
Hue SCNAs B kpoBu nauueHTa ¢ Pb rpynmner D no3so-
JISIET MPEAIOI0XUTh, YTO TIPU OOJIBIIUX BHYTPUTIA3HBIX
Pb nmonst omyxoJieBBIX KJIETOK MOXKET OBITh HTOCTaTOYHO
BBICOKOM MJIsI OOHApY:KEHUST 3TUX U3MEHEHU (HeoOXo-
auMo > 5 %) [30]. OcraeTcst HESICHBIM, YKa3bIBaeT JIU YBe-
JIMYEHUE Yuciia KOMUI 6p MU JOJIM OITyXOJIEBBIX KJIETOK
B KPOBM Ha TMOBBIIIIEHHBIN PUCK METaCTaTUYECKOro 3a00-
JIEBaHUS WJIM Pa3BUTHSI HOBOTO IIEPBUYHOIO paKa, UCClIe-
JIOBaHUSI IO 3TOMY BOIIPOCY IpomonKarTcs. CyliecTBy-
0T JaHHBIE O APYTUX MOTeHIHAIbHO 3HAUMMBIX SCNAS
[31]. Y. Luo et al. cpenu HeKJIaCCMYSCKMX M3MEHEHUIA
SCNAs BoisiBuIM otepio 11q, 19q u npupoct 17q u B BB,
u B PB, xoppenupytonyx ¢ ¢pakropamMu BEICOKOTO pHcKa
HEeOJAaronmpUATHOTO TPOTHO3a, TSIKEIBIM KIWMHUYECKUM
TeUeHWeM M TpeallecTBYyIoleil Xxumuorepanueii. beuio
00HapYXEHO, YTO YBEIMYCHNE KOMTUITHOCTU 2p U 7q Yallie
BCTpeYaJaoch B TEPBUYHO OSHYKJIECHPOBAHHBIX TIJa3ax,
amoreps 19q accormupoBaiach C MaCCUBHOI COCYINCTOM
M TIOCTJIaMWHAPHOI ONyXoJieBOii MHBa3ueil. BrisaBiaeHa
Koppensaunst SCNAS 1 KITMHUYEeCKUX ITpU3HaKoB. [ToTeps
XpOMOCOMbBI 16 BCTpevaiach yaiile Ipyu OJHOCTOPOHHEH
Pb (36/48), yem nipu aByctopoHHeii (4/10) (p = 0,055).
IToTepss xpomocombl 19q 3HaUMTENBHO Yallle HabJOIa-
Jack y aneHToB co cragueii T3c. Koppensuua SCNAs
¥ MPEIIIECTBYIOIIEH XUMUOTepanK: yBeJIUIeHIE Yucia
KOTMWii 2p 3HAUYUTEHHO Yallle BCTPEYaoCch B 00paslax,
CcOOpaHHBIX TTOCJIe TIEPBUYHOI AHYKJIealuu 0e3 XUMHO-
teparuu  (18/23), yem y TpemiedeHHBIX IallMeHTOB
(11/35) (p =0,001). ITpupoct 2p unu 7q BCTpeyascs pexe
B ciayyvasx, korga mpoBomwiack MBXT. BaxkHbiM Takxke
SBIsgeTCS (baKT M3MEHYMBOCTU CTaOMJIBHOCTM Te€HOMA
PB, oOycnoBneHHBIN BO3pacTOM, a He HacCJIeACTBEHHO-
cteto. KommuectBo SCNAS ObLIO 3HAYUTEILHO MEHBIIIE
B BB r1a3 mpu nnarnoctuke B Bo3pacTe < 12 Mecs1eB o
CpaBHEHMIO C 0Opa3llaMy OT MALMEHTOB C 3a00pOM MPOO
B Bo3pacte > 12 mecsauen [32]. [Tomumo BoineneHus TFx
BKJIHK u onenkun SCNAS BaxkHBIM MPOTHOCTUYECKUM
MapKepoM MoxeT ctaTh aHaimu3 SNV rena RBI. Cymie-
CTBYIOT JOKa3aTeJlbCTBa, UTO ONpeneSeHHbIE MYTalluu,
B YaCTHOCTH JEJICIIUM, CIBUT PaMKU CUUTBIBAaHUS, MyTa-
LMK B aKLENTOPHBIX CaTax CIUIAiICMHIA, MOTYT IIPOSIB-
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JISIThCSL OOJiee arpecCUBHLIMU (opMaMM 3a00JIeBaHUS
[33]. MyTtauMoHHBINM aHaIM3 AOTOJHSIETCS pacueToM
YacCTOThl BCTPEYAEMOCTU TOTO WJIM MHOTO IaTOre¢HHOTO
anneabHoro BapmaHTta (variant allele frequency, VAF),
koHueHTpauuu JHK, Hecyleit KOHKpETHYIO MyTalluio,
BBICOKME 3HAYEHUsI KOTOPOI KOPPEIUpPYIOT C OObIIeH
MaccCoii OnyxoJiu U TskedbIM TedyeHueM. VAF moxeT pac-
cMaTpuBaTbhcs B KauecTBe aHajora TFX B ciydasix, Korma
OITyXOJIb HE COACPXKMUT COMATUYECKUE M3MEHEHUS Yucia
Konuii. J1OMOTHUTEIbHBIM OTrpaHUYEHUEM SIBJISIETCS TO,
YTO COMATMYECKME M3MEHEHHUS YMClia KOIMI HE BBISIB-
sstotest ipu TEx < 5 %, 4To NpensTcTByeT MOHUTOPUHIY
3a00J1eBaHUs B IIa3ax, Ilie 3HAYMMO CHU3WIACH OITyXOJIe-
Bast Harpy3ka [34, 35].

IIpodum metmmposanus JTHK HopmanbHoii ceTyaTku
1 OIyXO0JIH

IMomumo RBI B aHanu3upyeMblil TpoGUIb METUIN-
poBaHus Bxoauau redusl RBI, MYCN, MED4 |36]; TP53,
CDKNIA, CDKN2A, MYCN, SYK, TFFI, GSTA4, AXIN2,
STK19, FGFRI, MAP4K1, FZRI1, ILIR2, SORBS2, DDC,
MPP7, PTGS2, PSMDI, GUCAIC, CAB39L, AKAPI3,
CCNAI, CCNA2, CCNEI, CCNE2, CDC2, E2F1, E2F2,
E2F3[37]. H.T. Li et al. (2022) ycTaHOBWJIM, YTO ITPODU-
mm MetunaupoBanus JJHK BB cormacyiorcs ¢ TakoBbIMU
B mepBUYHBIX PB, 4TO CBMIETEIHLCTBYET O TOCTOBEPHOCTU
MPUMEHEHUSI OMOIICMU BHYTPUIVIA3HON KUIAKOCTH IS
U3YyYEHUST SIUTCHETUYECKUX XapaKTEPUCTUK OITYXOJIH.
B xonme uccrnenoBaHus ObUIO OTMEYEHO, YTO Te IJIasa,
KOTOpBbIE MONBEPINIMCh 3HYKJIeauu (rpymnmna B), nmenn
cxoxkure MpoGUIu METUIMPOBAHUS, TO XK€ KacaeTcs U CIia-
CeHHBIX I1a3 (rpynma A). B rpymnme A xapakTep MeTHIIN-
poBaHUs OJM30K K HOPMAaJbHOU ceTyaTKe, OTKIOHEHME
3aKJIFOYAETCSl B TUTIOMETWJIMPOBAHUM HEKOTOPBIX TEHOB,
HanpumMmep FZRI1. B rpynne B oTMeuaroTcsl rMIIoMeTH-
JpoBaHue TpoMoTopoB reHoB TFFI, GSTA4, AXIN2,
KOTOpBIE CBSI3aHBI C arpeCCUBHOCTHIO OIYXOJH, YCTOM-
YUBOCTBIO K Tepaluy M MeTacTa3upOBaHUEM; TMIIepMe-
TWJIMPOBAHUE ITPOMOTOPOB TI'€HOB-CYIIPECCOPOB OITyXO-
et (Hampumep, SORBS2, CAB39L), 4t0 criocoOCTByeT
nmporpeccupoBaHuio. [1o MHEHMIO aBTOPOB, BbIIEICHHBIC
rpyrnbl A 1 B cooTtBercTByioT 2 moarumnam PbB, koto-
pble paHee MICHTU(UIIMPOBAIN B CBOEM MCCICIOBaHUU
J. Liu et al. [38]. ITontunn 1 — Gonee auddepeHIpOo-
BaHHasI OMyXOJb (IKCIIPECCHUs] MapKepoB 3peibixX (PoTo-
peuenrtopoB, Hampumep ARR3, GUCAIC) ¢ MeHBIIUM
KOJIMYECTBOM TE€HETHYECKUX WM3MeHeHuil. Ilogtum 2
XapakTepusyeTrcss HM3Kol nud@epeHIMpPOBKON KJie-
TOK, BBICOKO T€HOMHOI HeCTaOMJIbLHOCTBIO, IpU3HAa-
KaMH CTBOJIOBOCTHM, a HMEHHO HM3KUM MMMYHHBIM
OTBETOM U OTBETOM Ha MHTepdepoH, akTuBauuein E2F
u MYC/MYCN, a takxke 00Jjiee BHICOKOI CKIOHHOCTHIO
K METacTa3upOBaHMUIO.

BeskoBbie OOMapKepsbI

M.A. Busch et al. B cBoeii pabote [39] olieHUBanIU
BO3MOXHOCTh nucnonb3oBaHus TFF1 B kauecTBe HOBOro
MMArHOCTMYECKOTO M/WIM IPOTHOCTUYECKOro Ouomap-
Kepa, onupasch Ha ucciaegosanue J. Liu et al. (2021),
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B KOTOpoM Oblia monTBepxkaeHa c¢Bs13b TFF1 ¢ monrunom
PB, accounmpoBaHHBIM ¢ 00Jiee arpeCCUBHBIM TEUCHUEM,
YCTOMUYMBBIM K T€pPAIlMy, U BHICOKUM PUCKOM METacTa3u-
poBanus [38]. TFF1 — onuHOYHBINM NENTUI TPUJIUCTHU -
Ka, QYHKIIMOHMPYET KaK OITyX0JIeBhIii cyrpeccop. Mccie-
QyeMbIM MaTeprajoM BbiOpaHa BB. ABTopbl oTMeTwin,
yto ypoBeHb TFF1 koppenupyeT c¢ TepaleBTUUYECKUM
OTBETOM: CHIKAETCS y IMaLMEHTOB, XOPOILIO pearupyro-
LIMX Ha JIeYeHKE, U YBEIMYMBACTCS IIPU PELIUAMBE OITyXO0-
JIA WIM YCTOMYMBOCTHU K IIPOBOIUMOMY JICYCHUIO.

IToreHuuanbHbie OHOMAPKEPb — MaJible BHEKJIETOUHbIE
BE3HKYJIbI

Mauble BHEKJIETOUHBIC Be3UKyJbl (small extracellular
vesicles) Takxke paccMaTpUBAIOTCSl B Ka4eCTBE IMOTEHIIM-
anbHbIX OmomapkepoB PB. B Hux cogepxkarcs Oumono-
FMYECKU AaKTUBHBIC MOJEKYJbl, HYKJICUMHOBBIC KMCIIO-
Thl, JIMIIMAbI, METaOOJUTHI, KOTOPbIE MIPAIOT BaXKHYIO
pPOJIb B MEXKJIETOYHOI KOMMYHMKALIMM, MOIIEPXKAHUU
romeoctasa. Ha moBepxXxHOCTU BE3UKYJI MMEIOTCS OEJIKU,
OTHOCHIIIMECS K CeMEUCTBY TeTpacnaHuHoB, — CD63,
CDS81 u CD9, uro nmpumaeT UM yHUKaJIbHBIC CBOMCTBA.
S. Pike et al. (2023) oOHapy>XuJI1 BHICOKYIO KOHIIEHTpA-
LIMI0 BHEKJIETOYHBIX Be3ukysl CD63/81% B HeledeHbIX
rjlazax ¥ IIpU 3alylleHHbIX CTaausX 3a00JieBaHMs, YTO
IO3BOJISIET MPEANOJIOXUTh UX OIYXOJEBOE MPOMCXOXKIE-
Hue. Ilocne nedyeHust pouiIb MOBEPXHOCTHHIX OEJIKOB
BHEKJIECTOYHBIX BE3UKYJI U3MEHSIETCSI B CTOPOHY YBEJIMYE-
Hust MoHO-CD63* [40].

IToaTBepKaeHNE TMATHO3A PETHHOOJACTOMBI B CJIOKHOI
JMATHOCTHYECKOM CUTYaIIHH

ITeHoMHasa nHdoOpMaIMsI, UMeIoIascs Ha CeromaHsIII-
HUl JeHb Tpu uccienoBaHuu BB, mo3BosseT moarsep-
IWTh WIK OTBeprHyTh auarHo3 Pb. Hampumep, oman-
JIeJIbHag Aenelus Bcero reHa RB1 y maliMeHTa ¢ yBEUTOM
¥ BTOPUYHOM TJ1ayKoMoii moaTBepxknaet nuardo3 Pb [41];
OTCYTCTBUE COMATUYECKUMX M T€PMUHAJIbHBIX MYyTaLlUid
B reHe RBI monHoCThIO ompoBepraeT nuario3 Pb [42];
ypoBeHb MeTunupoBanus reHa TFAP2A nioBeiiieH B BB
nauueHToB ¢ Pb mo cpaBHeHMIO ¢ malMeHTamMu 0e3 JaH-
HOro 3a00JieBaHUsI, YTO COOTBETCTBYET YPOBHSIM, OTME-
YEeHHBIM B OITyX0JIeBbIX TKaHsIX Pb [43]; BeIsIBIACHO CyllIe-
CTBEHHOE CHIXKEHME COOTHOILIEHUSI MUTOXOHAPUAIbHOM
JAHK x gmepHoii. OTMe4eHO yBeJMYeHHe 4YKciaa KOTUi
reHoB GAPDH w B4GALNT1 (XoHcepBaTUBHBIE SIAEPHBIE
renbl) B BB npu PB (n = 15) o cpaBHEeHUIO C malMeHTa-
mu 6e3 Pb (n = 5) npu oTCYyTCTBUM U3MEHEHUI B YUCIe
KOIWi1 MUTOXOHApUaNbHOro reHa MT-ATP6 [44].

Heobxomumocts Koppekuun kputepueB RB-RECIST
JUIS YCTAHOBJICHHSA perpecca 3a00,/1eBaHus

VYcraHoBneHue perpecca 3a0ojieBaHMsI, pelleHUe
O IIpeKpallleHUH Teparuu 1 Iepexoje Ha TMHAMUYECKOe
HabmoaeHre ocHoBbIBaloTCsl Ha Kputepusix RB-RECIST,
B KOTOPBIX JIeTaeTCs aKIIEHT Ha pa3Mephl OITyX0JIH (BBICO-
Ta W LIMPUHA OCHOBAaHUS), OIpeAeseMble I10 YJIbT-
Pa3BYKOBOMY UCCJIEI0BAHUIO, U O(DTAIbMOCKOIIMYECKYIO
KapTHHY, B YACTHOCTU Ha MATTEPHbI PErPECCUU OIYyXOJIU
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U BUTpealIbHbIX 0TCceBOB [44]. B uccnenosanum J.L. Berry
et al. (2024) ouenuBanuch nokasareau TEFx Bk/IHK (%),
SNV u VAF (%), HaunHasi ¢ yCTaHOBJICHUSI TUArHo3a
U Ha MPOTSKEHUM BCEro JICUEHUS, BIUIOTh IO CTOMKOTO
perpecca (> 6 Mec) WiM SHYKJIealuy ITOPaKeHHOTro Ijla-
3a. B 11le10M mIMTENIbHOCTh HAOMIONEHUSI COCTaBIIsIa He
meHee 12 mec. Ocoboe BHUMaHue yaensioch TFx, koTo-
pasi, o MHEHHIO aBTOPOB, OTpakajia aKTUBHOCTb 00ceMe-
HEHMSI, B TIEPBYIO O4Yepelb CTEKIOBUIHOIO Teja, YTO Tpe-
oosaso nposeneHus UBXT. C kaxabsIM B3siTUEM oOpasiia
BB onienuBasicst TepaneBTUUECKMI OTBET B COOTBETCTBUU
¢ ycraHoBieHHbIMU pekoMmeHmanusiMu RB-RECIST
(TTOJTHBIN OTBET, YACTUYHBIM OTBET, CTAOWUIMU3ALIMS WU
MPOrPecCUpPOBaHME) C LIETbIO ONPEACTINTh OOBEKTUBHBIC
IMOPOTOBbIe 3HAYEHUS, YKa3bIBaloOlle Ha MUHUMAJIbHOE
OCTaTOYHOE 3a00JieBaHUE U TO3BOJISIONINE IPEKPATUTh
tepanuio. [lonHoe paspenieHue 3a00JieBaHUSI COOTBET-
ctBoBasio ypoBHio TFx < 10 % (kpome omHOro ciydas,
B KOTOPOM TIOJTHBIN TepareBTUUECKIi OTBET HaOII0AaICs
npu 3HayeHuu 11,1 %). JaHHbIe pe3ybTaThl OTPaXaloT
Te cly4yau, B KOTOPBIX M3HAYaIbHO BhISIBISINCHE SCNAS,
TaK Kak cymiecTByloT ¢opmbl Pb 6e3 ux moBbIlIeHHO-
ro 3HAYeHHUs, OJHAKO IMPU BTOM XapaKTePU3YIOIIUECS
BBICOKOI OMyXOJIeBOi Harpy3koil. MMmeroTcs maHHEBIE,
YTO B XOJe JICUCHUS 3amyllIeHHONW MHTpaoKyJspHoii Pb
rpynnsl D (ITIRC), mo knaccudukanuum TNM — cragus
c¢T2b, co chepuyeckumMu OTCEBAaMU B CTEKJIIOBUIHOE
TeJ0, TOCJIEe CHCTEMHOM XMMUOTEpalvy HaOIomaics
HETIOJTHBIN perpecc OIyXoJU B CTEKJIOBUIHOM TeJie, UYTO
moTpedoBao 3 MocaeaoBaTeIbHBIX MHTPAaBUTPEaTbHBIX
nHbekuin Mendanana. Obpasusl BB, B3sgThie B pamkax
JieyeHUsT (MHTepBal 2 Hem), TPOAEMOHCTPUPOBAIM IO~
HYI0O HOpMaJIM3allMi0 TeHOMHOIO Mpodus, CHUXEHHE
TFx <5 % onHOBpeMEHHO C KIIMHUYECKUM pa3pellieHueM
3a00J1eBaHUSI.

Ha ceromHsmHuii 1eHb KOHKPETHBIE KOJIUYECTBEH-
HbIe 3HaueHus1 ypoBHs onyxoieBoit BKAHK B BB nepen-
Hell KaMephl IJ1a3a He YTBEPXKIEHBI M HE MCITOJIb3YIOTCS
B KJIMHUYECKOI TpakTuke. OQHaKO HET COMHEHMII B TOM,
YTO METO/I XKMJIAKOCTHOM OMOIICUH in Vivo UMEET NTOTEHLIU -
aJIbHYIO LIEHHOCTb B IMAarHOCTMKE MWHMMAJbHOI OcTa-
TOYHOIT 601e3HM Ha (DOHE Teparuu U MOXKET OOBEKTUBH -
3upoBaTh 1 nonoaHUTL Kputepun RB-RECIST.

HuTterpamus npoduieii MeTHIMPOBAHUS BHYTPUKIIETOY-
Hoii IHK B BomsHHCTOIi BiIare 1Jisi MPeoI0JIeHHs TeparneB-
THYECKOIi PE3UCTEHTHOCTH Y NALMEHTOB C PETHHOOJIACTOMOIA

MounuTtopunr BB Ha mpoTsskeHUM JIedeHUs TMalu-
eHTa ¢ ogHocTopoHHel Pb ¢ m3amenenuem rena TP53
n aMmrummgukauueii BHexpoMocomHoit JHK-MDM4
MMOTYEPKMUBAET MO3UTUBHOE BIUSHUE Ha TTIEPCOHAIU3UPO-
BaHHOe JieyeHue [45, 46]. M3-3a pe3uCTEeHTHOCTH ITOCTE
CUCTEMHOI XxuMHoTeparnuu ¢ nepexogom Ha UBXT men-
¢dataHOM B MOHOpEXMMeE Je4eHUe ObIJIO 3CKATUPOBAHO
no kombOunHupoBaHHoii MBXT (mendanan + Torore-
KaH) C MOHUTOPUHIOM T€HOMHBIX JAHHBIX XKUIKOCTHOM
ouoricuu BB. Ilocie 1ByXKOMIOHEHTHOI Tepamuy MeJl-
¢damaHOM M TOTMIOTEKAHOM 3HAYUTENbHO cHU3MIach TFx
U YMEHBIIWICS pa3Mmep omyxoiu. [lpomoikeHue ABYX-
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komrioHeHTHO MBXT ¢ mocnenyolieii MOHOTeparmeit
TOITOTEKAaHOM MPUBEJIO K ITOJTHOM perpeccuu 04aroB B CTe-
KJIOBUJHOM TeJie U CTabuau3aluu 3a00JeBaHUusI, O YEM
cBugerenbcTByeT KoHeuHas TEFx BB, pasnas 0 %. Dot
cayJail TomuyepKuBaeT BaXKHOCTb aJamnTallid ITPOTOKO-
JIOB JIEUEHUSI K TeHETUUYECKUM TPOMIISIM, BbISIBICHHBIM
C TIOMOIIBIO KUIKOCTHOU Ouoncuum BB, mpu neyenun
arpeccuBHO Tipotekamouieii Pb. YcnemHoe couetanue
TEHOMHOTO TPOMUINPOBAHUS U TEPCOHATIM3UPOBAHHOMN
Tepanuu MOTEHIUATIbHO MOXET 3HAUMTEIBHO YIYJIIUTh
KJIMHUYECKUE PEe3yIbTaThl, YTO SIBJISIETCS BaXKHBIM 1IaTOM
Ha IYyTU K peaibHOMY MePCOHATU3NPOBAHHOMY JICUCHUIO
PB. IIponoikeHue nccaeqoBaHuii HEOOXOIUMO JIJIsI TIPO-
BEPKM M YTOUHEHUS IIPOTOKOJI0B JieueHus1 PB, BeI3BaHHOI
myTauusaMu TP53 u BHexpomocomHoi JIHK-MDM4 [47].
JBaguarh 1T oopas3uoB BB ot manuenToB ¢ Pb 6butn
MOABEPrHYTHI MpodrinpoBaHuio MeTuanpoBanus JHK
¢ ucnonb3oBanuem Illumina EPIC850, nmpu sTom curHa-
TYpPbl METWJIMPOBAHUS KOPPEJIUPOBAIN C KITUHUICCKUMU
ucxomamMu. AHaIu3 BKIOYAT BBISIBICHUE pa3IMIHBIX
MaTTepPHOB METUIMPOBAHUS MEXIY CIyJasiMU C COXpaHe-
HUEM IJ1a3a U Imocjie aHyKieauu. beuto ooHapyxeHo 8§95
3HAYUTEJbHO Pa3INYaIOIINXCS TT0 METWJIMPOBAHUIO 30H-
JIOB B COXpAaHEHHBIX M dHYKJICHMPOBaHHbIX IMa3ax. [lomy-
YEHHBIE PE3YJIBTaThl ITOMYEPKUBAIOT CUTHATYPBI METUJIH -
poBaHus BB, koTopbie OTIMYAIOT arpecCUBHBIE CIy4an
Pb or ciayyaeB, MOAmarmoIIMXCS Teparuu, KOPpeaupys
oIpe/esIieHHbIe MaTTePHBI ¢ (haKTOpaMu BBICOKOIO prcKa
1 Hea(P(PeKTUBHOCTHIO JleueHUs1. KirroueBble reHbl, TaK1e
kak TFFI, BCHE, ADAM33w PCDHBZ2, oka3anuch IOTE€H-
LIUMAJbHBIMU MUIICHSIMU UISI TeparyM, YTO YKa3bIBaeT
Ha MX IPOTHOCTMYECKYIO IIEHHOCTb B CTpaTU(UKAIIUN
MalMeHTOB TI0 BEPOSITHOCTU TEepareBTUUECKOro OTBETa
¥ TIOMOTaeT B paHHEM MHAWBUIYaJbHOM IUIAHUPOBAHUM
JneyeHus1. Ha Hamr B3mIsig, OTIMYHBIM MPUMEPOM MpaK-
TUYECKOTrO MPUMEHEHMSI BBISIBIEHHBIX B BB reHoMHBIX
OMOMapKepoB ISl MPUHITUS TepareBTUYECKUX pelle-
HUN SBJISETCS MpeaCcTaBAeHUE KIMHUYECKOTO CIiydast
0 MEXTIJIAa3HOM T'€HOMHOI TI€TE€pOTre€HHOCTU IIPU JIBYCTO-
ponHeit Pb E.Y. Wong et al. (2021) [28]. [epmuHanbHbIE
M3MEHEHUsI B TeHe-cymnpeccope ornyxoneir RB1 npeapac-
MoJIaraioT K pa3BuTtuio y nanueHtoB Pb B ob6oux rimazax.
XOTS I KaXIoro rjiasa B COOTBETCTBUU CO CTaaueil
3a00JIeBaHUSI Ha3HAYAETCSI aHAJIOTMYHOE JIeYCHUE, YaCTO
HabJirogaeTcss pa3HOHAIIPaBJIEHHbI TepareBTUYeCKUit
OTBET MeXIy Il1azaMu. HecMoTpst Ha BBISIBIICHHYIO B IIEpH -
(bepuueckoit KpoBM KpymHOMAacIITaOHyIo Aeieuuio 13q
paszmepom 39 M6 (Bkitrouast okyc RBI Ha 13q14.2) u oua-
ropyio notepio 16p12.2 pasmepom 949 k6, B BB npaBo-
ro rjgaza oOHapyxkeHa MmucceHc-myTtamus (c.1981C>T)
B 9Kk30He 20 ¢ VAF 31 %. Ananu3s Bk/IHK BB neBoro riasa
MPOAESMOHCTPUPOBAJI IPYI'YyI0 COMAaTUYECKYIO MyTalluio —
¢.1215+1G>A, BapuaHnT caiita crinaiicudra, VAF cocra-
Bwia 92,6 %. Takas xxe comatuyeckas Myrauus RB1 Obuia
BBISIBJIEHA B COOTBETCTBYIOIIEM 00Opasiie OITyXOJIU, IMOJy-
YEeHHOM Mocjie aHyKJeauuu JieBoro riaza (VAF — 92 %).
IIpu monnoreHomHoM aHanmui3e BKIHK BB B mpa-
BoM a3y Obutn BbIABIeHBI 3 SCNA (yBenuueHue 1q,
yMmeHblieHue 13q u 16q), a B JeBoM razy — 2 SCNA
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(yBennueHue 6p u ymeHblueHue 13q). EnMHCTBEHHBIM
00IIMM M3MEHEHMEM MEXIy IJa3aMu Oblla M3BECTHAast
repMuHanbHasg moreps 13q. Ciaemyer OTMETUTh, YTO Tep-
MMHaJIbHAasI 04aroBasi aejeius 16p, BbIsiBJIeHHAsI [IPY aHa-
Jm3e nepudeprudecKoil KpoBu, He OblJIa OOHapy>KeHa Ipu
SCNA-1nipo(puIMpoBaHUM HU B OJHOM IJIa3y, OCKOJIbKY
OHa HaxoauiIach HUXKe Iopora ooHapykeHus B 1 M6 nipu
CBEPXITOBEPXHOCTHOM IIOJIHOTEHOMHOM CEKBEHUPOBA-
HUM U TpodUINpOBAHUM YKCIa Konuii. B mpaBom rmasy
nong TFx B BB Ha mpoTsskeHMM JiedeHUs CHU3WIACH
¢ 77,67 no 5,85 %, a B ieBOM IJ1a3y HaOJIIOAAIOCh YBEIM-
YyeHMe JaHHOTro rmokasateis ¢ 84,54 % Bo BpeMs JieueHus
110 98,09 % Ha MOMEHT dHYKJIealluK. DTOT CIIydaid IeMOH-
CTPHUPYET, UTO MPU IBYCTOPOHHEM TopaxeHuu Pb pa3su-
BalOT OT/EJIbHbIC TEHOMHbIC U3MEHEHUsI, KOTOPbIE MOIYT
WUrpaTh poJib B KaHILIEPOIeHe3¢ M IIPOrHO3e COXpPaHEHMs
opraHa 3peHus. BoIsiBlIeHUE 3TUX MEXTIIa3HbIX pa3Indyuii
C TIOMOIIBIO XUIKOCTHOU Ouoricur BB moxer momoub
B BBIOOpE aKTUBHOTO JieueHus Aeteii ¢ Pb, 4yTo ocodbeHHO
I10JIE3HO IIPU ABYCTOPOHHEM MOPAKEHUM.

3akioyeHue

buoncusa BB mo3BosisieT mpeomosieTh psii OrpaHU-
yeHuii. Bo-mepBbIX, OHA HaeT BO3MOXKHOCTb ITOJYYUTb
FEHOMHYI0O HMH(MOpPMALMIO OT 3HAYUTEIbHOM YacTu
[ja3, MOABEPralolIMXCcsl KOHCEPBATUBHOMY JICYCHUIO.
Bo-BTOpBIX, OHa TpeaocTaBlseT creuu@uuecKrue JaH-
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HBIe JUISI KaXIOro rja3a B CJydasiXx ABYCTOPOHHEro
MOpaXeHMsI, YTO KpaifHe BaKHO, ITOCKOJBKY OITyXOJIH
B KaxkJIOM IJ1a3y MOTYT BeCTu ce0Os1 mo-pasHoMy. Kpome
Toro, Ouwornicusi BB mo3BossieT mpoBOAUTH T€HOMHOE
npodunupoBanue u npoduiuposanue TFx Ha cragum
IUArHOCTUKM, TPENOCTaBIsAsl BO3MOXHOCTh paHHEH
cTpaTudUKALIMM PUCKA M TOTEHIMAJIbHO HampaBJIsis
Ha MepBOHAYaJIbHBIC PEIeHUs I10 JieueHUulo. buorncuo
BB MOXHO BBIMTOJHITH MHOTOKPATHO, IPEIOCTaBISS
WHGOPMALIMIO B PEXMME pPEealbHOTO BPEMEHM O XOmIe
3a00JieBaHUsI U TIO3BOJISISI NMPUHMMATL Oojiee 0OOCHO-
BaHHBIE PEIIeHUs MO JieYeHUo. B 3akioueHue cieayer
OTMETUTh, uTO Oumomicusg BB cmocoOcTByeT pa3BUTHIO
MPEeIM3NOHHON OHKOJIOTMU, BKJIIOYas F€HOMHOE IIpO-
¢bunpoBaHUe OIMYXOJH ISl IEPCOHAIM3ALNHU JIeYSHUS
¥ BeJeHUs MallMeHTOB. AHAINU3 BHYTPUIJIAa3HOM KUIKO-
CTU HE TOJIBKO IMOIACPXKUBACT MEPCOHATM3UPOBAHHBIN
MOIXO[ K JICUCHHMIO KaXXKI0T0 MallMeHTa, HO U TT03BOJISIET
MPOBOAUTD OIIEHKY COCTOSIHUS KaXkIIOTo IJla3a MHAUBU-
IyaJbHO, B TOM YHUCJIC TIPU APYTOM OITyXOJICBOIA IMaToJI0-
rum riasa [48, 49]. CoBpeMeHHbIE METOIbI TUMAaTHOCTUKH,
HaKOIUICHHBIE 3HAHUS O MOJIEKYISIPHO-TEHETUYECKO
npupoje Pb mo3BossioT BeIAEISITh OMOMapKephl, Kave-
CTBEHHAasI M KOJMYECTBEHHAsI XapaKTepUCTUKA KOTOPBIX
MPEeIoCTaBIsIeT BO3MOXHOCTh WHIMBUIYaIU3MPOBAThH
JledeHrue, MUHUMU3UPYSl PUCK BHYKJealuun 6e3 yuepoba
IIJIST BBDKMBAEMOCTH.
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Tepanua naumeHToB ¢ Helipo6nacToMoii rpynnbl BbICOKOro PUCKa
C UCNOJIb30BAHMEM FYMAHN3UPOBAHHOT0 MOHOKNOHANbHOIO aHTUTENA

I.b. Carosin, A.M. CyaeiivanoBa, M.B. Pyoanckas, K.!. Kuprusos, C.P. Bapdosnomeena

OI'BY «HMHI] onkonoeuu um. H.H. broxuna» Munzdpasa Poccuu; Poccus, 115522, Mockea, Kawupcikoe wiocce, 23
Kounrakrnable naunbie: [apux bapucosuu Cazosn sagoyan-garik @mail.ru

Hecmomps na npumenenue myabmumooansvHoll mepanuu y nayuenmos ¢ xetipooaacmomoii (HbB) epynnot 6bicox020 pucka, npoeHo3 y Hux
ocmaemcs Hebnaconpusmusim. MUmmynomepanus monoksonanrehsimu anmumenamu (MAT) 6 nocmkoncoaudayuoHHom nepuoode aeqenus
Hb svicokoeo pucka o3namenosana coboii 3Ha4UmMeAbHbIl NPOPecc 8 YAyHueHUU NPOeHO3a 05 NAYUeHMO08, 00CMUIUUX XOpouleeo OMEema
Ha mepanuto nepeoil auHuu. B Hacmosuwee epems Ynpaenenuem no canumapHomy Ha030py 3a Ka4ecmeom NULLEBbIX NPOOYKMo8
u meduxamenmos CIIIA (Food and Drug Administration) odo6peno 3 npenapama mMAT 0asn aeuenus nayuenmog ¢ HB epynnoi 8b1c0K020
pucka: ounymykcuma6 (Ch14.18), ounymykcuma6 6ema (Chi14.18/CHO) u naxcumama6 (Hu3FS). Hacmoswas nybaukayus nocesueHa
0030py KAuHUUeCK020 npumererus eymanusuposannozo MAT Hu3FS, sgppexmusnocms komopoeo 6viaa npooemMoHCmMpupo8ana 6 pamkax
KAUHUYECKUX UCCAe008ANULL.
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Bkuag aBTopoB
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Treatment of patients with high-risk neuroblastoma using a humanized monoclonal antibody

G.B. Sagoyan, A.M. Suleymanova, M.V. Rubanskaya, K.I. Kirgizov, S.R. Varfolomeeva
N.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115522, Russia

Despite the use of multimodal therapy in patients with high-risk neuroblastoma (NB), the prognosis in high-risk patients remains unfavorable.
Immunotherapy with monoclonal antibodies (mAb) in the post-consolidation period of treatment of high-risk NB has marked significant
progress in improving the prognosis for patients who have achieved a good response to first-line therapy. Currently, the US Food and Drug
Administration has approved three mAb drugs for the treatment of patients with high-risk NB: dinutuximab (Chl14.18), dinutuximab beta
(Chl14.18/CHO), and naxitamab (Hu3F$). This publication is devoted to a review of the clinical use of the humanized mAb Hu3F8, the
efficacy of which has been demonstrated in clinical trials.
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Heiipoonacroma (HB) — Haubonee uyactast aKcTpa-
KpaHUaJbHasl COJMOHAs OIyXOJib Y JeTeil B Bo3pacTe
0—14 net. CoBpeMeHHbIE MPOTpaMMBbI JIeYeHUsI OCHOBA-
HbI Ha CTpaTU(hUKALMKU MAlMEHTOB Ha 3 TPYMIbI pUCKa.
B rpymnmy BbICOKOro pucKa CTpaTU(MUIIMPYIOTCS OKOJO
40—50 % OoabHbIX. HecMOTpst Ha MpUMEHEHHE MYJIb-
TUMOJAJIbHOM Tepanuu, MPOrHO3 Y MAlUeHTOB TIPYIIIbI
BBICOKOTO pPHCKA OCTaeTCsl HeOJaronpusITHbIM: Bepo-
SITHOCTb JIOJIrOCPOYHOil oO1eil BboKMBaeMocTu (OB)
cocranysier MeHee 50 %. OmnyxoneBbie kietku npu HB
B OOJIBIIMHCTBE CJIy4yaeB 3KCIPECCUPYIOT INIMKOJUMUI
nucuanoranrianosua (GD2), KoTopelit paccMaTpuBaeTCs
KakK MUILEHb I TTpoBeeHUs UMMyHoTepanuu [1, 2]. 1o
9pbl UMMYyHOTepanuu aHTu-GD2 ogHUM M3 MOCIeTHUX
OTYETOB I10 pe3yJbTaTaM UCCIeNOBaHUS KOOMepaTUBHOM
TPYIIIbI, UCIIOJb3YIOLIEN KIIACCUYECKUM TIOAXOM, SIBJISI-
eTcsl eBpoIelcKuii mpoTokoa Hewmelkoro oo6iiecTBa
JIeTcKkoit oHkonoruum u remaronoruu (German Society
of Pediatric Oncology and Hematology) nnsa neyeHus
HBbB 2004 r. [3]. D10 uccnenoBanue nposoauiaoch ¢ 2004
mo 2016 r. ¥ mokasajgo 3-JIETHIOIO BBDKMBAaEMOCTh 0e3
nporpeccuposBanus (BBIT) u OB npubnausutensHo 33 %
u 52 % COOTBETCTBEHHO [3].

MMMyHOTepanusi MOHOKJIOHAJIbHBIMM aHTUTEJaMU
(MAT) B MNOCTKOHCOJMIALMOHHOM TIEpUOIE JIeUECHUS
HbB BbIcOKOro pucka o3HamMeHoBaJla cO00il 3HAYUTEIb-
HBIII Mporpecc B YAYYIIEHUM MPOrHo3a ISl MallMeH-
TOB, MOCTUTIIMX XOPOIIEro OTBEeTa Ha TEparuio MepBOi
JuHuM [2].

B Hacrosiee BpeMs1 YropaBlieHUEM MO CAaHUTApPHOMY
HaI30py 3a KauyeCTBOM IUIIEBBIX MPOAYKTOB U MeIuKa-
meHTOoB CIIIA (Food and Drug Administration) omo6peHo
3 npenapata MAT 1714 nedenust nauueHToB ¢ HB rpynmbl
BBICOKOTO pucka: nuHyTykcumab (Ch14.18), nuHyTyKCcH-
Mab 6eta (Ch14.18/CHO) u Hakcutamad (Hu3F8).

Hacrogias nyoaukauus rmocssiiueHa 0030py KJINHU-
YyecKoro nmpuMeHeHus rymanuzupoBaHHoro MAT Hu3F8,
3((HEKTUBHOCTbL KOTOPOIro ObLIa MPOAEMOHCTpPHpPOBaHA
B paMKax KJIMHUYECKUX UCCIeTOBaHUMA.

Jlng HanucaHus o630pa JuTepaTypbl HaMU MPOBEACH
CUCTeMaTUYECKUI TOMCK BceX MyOJMKaluii/KIMHU-
YECKHX HCCACAOBAaHMI MO TMPUMEHEHUI0 T'yMaHU3MPO-
BanHoro MAT Hu3F8 (nHakcutama0) y mauuenroB ¢ Hb
IPYTIIBI BHICOKOTO pUCKa.

IMouck mpoBomwicss B 0Oazax JgaHHbIX PubMed,
Google Scholar u Cochrane Library ¢ MCrojb30BaHU-
eM CJIEAYIOIIMX KJIIUEBbIX 3alIpOCOB M MX KOMOMHAIIMIA
B LIEJISIX BBISIBJICHUSI BCEX PEIEBAHTHBIX MCCIIEIOBAHMUIA:
“neuroblastoma”, “naxitamab”.

WUccnenoBaHus, nmojydyeHHble U3 0a3 MaHHBIX, ObLIU
HE3aBUCHMO MPOBEPEHBI M OTOOPAHbI aBTOpaMU Ha YPOB-
HE 3arojoBKa/aHHOTAUMM C TOCHEAYIOUIel OLEHKON
MOJIHBIX TEKCTOB CTaTeil Ha COOTBETCTBUE KPUTEPHUIO
BKJIIOUCHUSI.

Kpurepuem BKIIIOUEHUs SBISIOCH HAIMYME Y MallM-
eHtoB HbB rpynmsl BeIcOKOro pucka u/win pedpaxkrep-
Hoii/petuauBupytomieit Hb, monyyaBmmnx HakcuTamad
Ha J1I000M 3Tarle JeuyeHus.

Haxkcutamab — peKkoMOMHaHTHOE T'yMaHU3UPOBaHHOE
MAT knacca IgG1 npotuB GD2. B ycnoBusix in vitro oH
MPOAEMOHCTPUPOBAJ O0Jiee BHICOKYIO CTeIIEHb CPOACTBA
¢ GD2-kJ1eToYHOIT TOBEPXHOCTHIO U CITIOCOOHOCTD BbI3bI-
BaThb AHTUTEJ03aBHCUMYIO KJIETOYHO-OMOCPEIOBAHHYIO
U KOMIUIMMEHT-OIOCPEAOBAHHYI0  IIUTOTOKCHYECKUE
peakuuu [4—6].

Haxcuramab ogo0peH YnpapieHueM Mo CAHUTapHOMY
HaJ30py 3a KaYeCTBOM MUIIEBbIX MPOAYKTOB U MEIUKa-
meHTOoB CIIA n1g nmpuMeHeHMUsI B KOMOMHAIIMKU C Tpa-
HyJIOLIUTapHO-MaKpodaraaibHbIM KOJIOHUECTUMYIUPYIO-
wuM dakropoMm (I'M-KC®D) ns neueHus nereit crapiie
1 roga 1 B3pOCIBIX ¢ peLIMAMBUPYIOLLIEH UM pedpakTep-
Hoii Hb rpynibl BEICOKOTrO pucka ¢ mopaxkeHueM KOCTeit
U/WIM KOCTHOTO MO3Ta MpPU IOCTMKEHUU YaCTUYHOTO
otBeta (UO), MUHMMAJIBHOTO OTBETA WU CTAOMIU3ALIMU
3aboneBaHus (C3) Ha mpedlIecTBYIONIYIO Tepanuio [7].
besomacHocTh U 3(p(peKTUBHOCTh HaKcHMTamMaba B coye-
taHun ¢ 'M-KC® 6bl1n MoATBEPKAECHBI B IPYIIITE Maly-
€HTOB OT | rofa ¢ pecdpakTepHON WM PeLIUAUBUPYIOLIEH
HB rpynmnbl BEICOKOTO prcka ¢ MopakeHueM KocTel u/
WJIM KOCTHOTO MO3ra Iocjie Tepanuy MepBoil JUHUU WIN
MOCJeAyIOIe Tepanmuu, a Takxke y OOJbHBIX, KOTOPbIE
HaXOIUJIMCh B COCTOSIHUM BTOPOM IMOJTHOU PEMUCCUU 10
pe3yjabsraTaM 2 OTKPBITBIX HECPaBHUTEIbHBIX MCCIeI0Ba-
Huii: 201 (n =25) u 12-230 (n =72) [7—12].

Bo3smozkHbIe cXeMbl IPUMEHEHHA HAKCUTaMa0a

Haxkcutamab ucnons3yercs B 2 cxemax (Tadmn. 1):
BMoHoTepanuu (Hakcutamad u ['M-KC®) uxummuonMmy-
Hotepanuu (Hakcutamad u 'M-KC® B komOMHaLUMU
C XMMHOTEPANeBTUYECKMMM IIperapaTaMyu — UPUHOTEKA-
HOM U TeMo3oJoMuaom) [13, 14].

MoHoTepanusi HaKCUTaMaOOM SIBJISIETCSI ONTUMAab-
HBIM BBIOOPOM ISl TALIMEHTOB C PELMIMBUPYIOIICH/
pedpakTepHoit Hb rpymnmbl Beicokoro pucka. M moxer
Ha3HAyaTbCsl B CIIydasX, KOrjga IOCJe IIPeIIleCTBYIO-
et Tepanuu (CorjacHo MpoTokoay uccaenoBanus 201;
NCT03363373) [9] HabnromaeTcsi ocTaTOYHOE 3a00JjIeBa-
HUE B KOCTSIX Wiu KocTHOM mo3re ¢ YO wiu C3. Takxke
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Pexum 1 Ipo0/KUTEIbHOCTD UK IIpenapar 1 103UpoBKa JIHu Tepanuu
Regimen and cycle length Treatment and dosage Days of therapy

Hakcurama6 3 Mr/Kr/neHp BHyTpUBEHHO (B/B) (9 MI/KT 3a LIMKIT)
Naxitamab 3 mg/kg/day i.v. (9 mg/kg/cycle)
ITM-KC® 500 mkr/m>?/neHb MOAKOXHO (I1/K)

MoHoTeparust HakcuTamaboMm, 28-THEeBHBII ITUKIT
Naxitamab monotherapy,
28-day cycle

Haxcurama6 2,5 mr/kr/neHb B/B (9 MT/KT 3a LIUKIT)
Naxitamab 2.25 mg/kg/day i.v. (9 mg/kg/cycle)

XUMUOMMMYHOTEPAITUS C HAKCUTaMaboM,
21-AHEBHbIE LIMKITbI

Naxitamab chemoimmunotherapy

21-day cycles

Temozomomun 150 Mr/m>?/meHb epOpaIbHO

1,3,5

GM-CSF 500 pg/m?/day s.c

I'M-KC® 250 Mkr/m?/neHb 11/K
GM-CSF 250 ug/m?/day s.c.

HpuHorekaH 50 Mr/m?/1eHb B/B
Irinotecan 50 mg/m*/day i.v

Temozolomide 150 mg/m?/day p.o.

I'M-KC® 250 mxr/m?/aeHb 11/
GM-CSF 250 ug/m?/day s.c.

Note. GM-CSF — granulocyte-macrophage colony-stimulating factor.

HakcUTaMab IPUMEHSIETCS B KauyeCTBE KOHCOJUIAMPYIO-
LIeil Tepanuy y MalueHTOB, JOCTUTIIMX ITOJTHOTO OTBETa
(ITO) mocne nmpeaecTBytoniero geyeHus [13].

B kauecTBe KOHCOMMOALIMM HakcHTamMad PEKOMEH-
JIOBaH TalMeHTaM C PEeLUAMBUPYIOLIMM 3a00JIeBaHUEM
BeIcOKOTO prcka u I1O mocne npeaiecTByoIei Teparnumn
WJIM TIPY BBICOKOM puckKe 3aboseBanus 1 [10 moce Tepa-
MUK TIEPBOM JTUHUU. DTOT PEXUM Teparuu, MpeaHa3Ha-
YEHHBIN U1 MOANCPXKAHUS TIEPBOU MJIM BTOPOM MOJHOMN
PEMUCCHM, IOCTUTHYTOW B pe3yjbraTe IPEAbIAyIIEro
JIeYeHUsI, IIpeayCMaTpPUBaET IIPOBEACHHUE 5 LIMKJIOB MOHO-
Tepanuu HakcuTtamaoom [13].

J. Mora et al. B 2021 . mpoaeMOHCTPUPOBAIN, YTO
73 manuenTta ¢ HbB rpymnmbl BEICOKOrO pucKa B TepBOii
WA BTOPOM IOJTHOM PEMUCCUM, MOJYYMBIIUX HAKCHUTA-
Mab B MOHOTEpAaNuU B paMKax KOHCOJMIALUM, MMEJIU
3-neTHIOI OeccoObITUITHYIO BEIKMBaeMocTh (BCB) 58 %,
a 3-netnsis OB cocraBuiia 82 %. Tpexiernsis BCB 6buia
3HAUYUTEJILHO BbIIIE Y OOMBHBIX IOCJE TEePBOI MOJTHOM
PEMUCCHU, YEM Y TeX, KTO MOJIyJall JIeYeHUe T0CjIe BTO-
poii mostHoit pemuccuu (74 % nportus 19 %; p = 0,0029),
a pasHuwa B 3-1eTHeil OB Oblia HesHayuTeabHOM (91,6 %
npotus 66,1 %; p = 0,18) [13].

XUMHOMMMYHOTEpanusi  HakKCUTamMaboM  TNpuMe-
HSeTCS y TMallMeHTOB C XMMHOPE3UCTEHTHBIM 3aboJie-
BaHMEM CcOIJIacHO TipoTokony wucciaegoBanust HITS
(NCTO03189706). [laHHbIii TOAXO.I ITOKa3aJl CBOIO 3 dek-
TUBHOCTh y TALIMEHTOB C OCTATOYHBIM 3a00JIeBaHUEM,
MPOSIBJISTIOIIMMCST ~ MSITKOTKAHHBIMU ~ KOMITOHEHTaMMU,
KOTOpbIE OBLIM TUAarHOCTUPOBAHbBI C MOMOIIBIO CLIIMHTH-
rpadun ¢ 'PI-MetailonOeH3WITYaHUIUHOM WIM I103U-
TPOHHO-3MUCCUOHHOI ToMOorpachuu/KOMIIbIOTEepHOM
ToMorpaduu. PexxnM XUMMOMMMYHOTEpATUK ¢ HAKCUTa-
MaboM TakXKe 11eJIeCO00pPa3HO MPUMEHSTh Y MMAallMEHTOB,
JIEMOHCTPUPYIOIINX PE3UCTEHTHOCTh K MOHOTEpaIruu
IperapaToM WM B CiIydae pelianBa 3a00j1eBaHUs TIOCIIe
Ttakoro JieueHust [14]. CorymacHo pe3ynabrataM KJIWMHU-
yeckoro uccienoBanus 11 ¢aszsr HITS (NCT03189706)
MO OLIeHKe 0e30MacHOCTU U 3(P(HEKTUBHOCTU KOMOUHA-

Uy Hakcutamaba, xumuorepanuu u 'M-KC®, uz 90
MnalueHToB ¢ pedpakTepHoit popmoii 3aboneBanus 110
npocturin 26 %, YO — 11 %, cmelranHoro orBeta — 9 %,
C3 ormeuena y 27 %, npu 3toM y 27 % GOJIbHBIX OblLIa
3aperucTpUpoBaHa mporpeccus 3adojieBaHusi. OCHOBHbIE
BUJIBI TOKCUYHOCTH OBLIM IIPEICTaBICHBI MUEIOCYIIPEC-
cueil, auapeeit, aprepuaabHOM runepTeH3ueii u pedpuib-
HOM HEWUTPONEHUEH, IIPU 3TOM JIPYIUX TOKCUUYECKMUX
apnenuii > Il crenenu He HaOmoganock [14].

Cnoco0Obl BBeleHH HAKCUTAMA0a

PexoMeHayeMast MpoaOKUTEIBHOCTh MEPBOi MHPY-
3UM B HAacToslliee BpeMsl cocTaBisseT 60 MUH, mocie-
ayorue uHbY3uu MoryT miuTbes oT 30 mo 90 mMuH
B 3aBUCMMOCTHU OT TOT'O, KaK MallMeHT IepeHec NHGY3UIO
B 1-ii gieHb 1-ro nukma/1-i neHs 2-ro nukia [15].

Hakcuramab aHanornyeH apyrum ogo0peHHbIM MAT
npotuB GD2 mo Tumy cBI3aHHBIX ¢ HUM HeXeaaTeab-
HbIX sBiaeHuit (HS), KoTopble B OCHOBHOM BO3HMKAIOT
BO BpeMs MH(Y3UM M BKJIIOYAIOT 00Jb, THIIOTEH3MUIO,
TUIIEPTeH3MI0 1 OpoHxocmnasm [11, 12, 16—19]. ¥ Gojb-
IIMHCTBA IALIMEHTOB, IMOJIYYaloIIMX JeYeHHe HaKCUTa-
MaboM, HabOonatoress HS nerkoit unu cpenHei cTerneHun
TSKECTU, KOTopble cooTBeTcTBYIOT I mnu Il ctrenenu mo
OO0IIMM KPUTEPUSIM TEPMUHOJOTUU TTOOOYHBIX 3(P(PEKTOB
(CTCAE), onHako y yacTu OOJIbHBIX TaKKe HaOII0Jal0T-
ca Tsekensle HA (B ocHoBHoM 111 crenenu o CTCAE),
B CBSI3U C YeM pa3paboTaH MeXaHM3M CTYIIEHYaTOrO BBE-
nenus (“Step-Up”) HakcuTamaba, mpoaeMOHCTPHUPOBaB-
muit cHkeHue yactotel HA 111 cTerieHu 6e3 HeraTUBHO-
ro BIussHus Ha 3¢ GeKTUBHOCTD (Tabm. 2) [20].

IIpoduaakTuka/ledeHne HekKeNaATeIbHbIX  SABJICHHIA
Yy NALMEHTOB C HEepP00JACTOMOI, MOJIYyYAIOUMX Tepanuio
HaKcUTamMadom

BBeneHue HakcuTaMaba COMpPSKEHO ¢ PUCKOM pa3BU-
i psga HA. Crparerus npodunaktuku/aedenus HA
y nanueHToB ¢ HbB, monyyarmommx Tepanuio HaKcMTama-
O0oM, mpeacTaBieHa B Taou. 3 [15].
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Ta6mima 2. Cxema ungysuontnoeo 6gedenus nakcumamaoa “Step-Up” ¢ ykazanuem obsema (50, 75, 100, 125, 150 u 175 ma) [20] (nauano)
Table 2. Naxitamab “Step-Up” infusion regimen by infusion volume (50, 75, 100, 125, 150 and 175 ml) [20] (beginning)

Bpewms undy3um, C Cxkopoctb uHdy3uu, mii/4 | Oobem, mi | Ckopoctb uHby3uu, mi/4 | O0bem, M
MHH Jlo3a, Mr/Kr KODO;:;’K':;"?W""’ Infusion rate, mil/h Volume, ml Infusion rate, mil/h Volume, ml

Irgfusmr.z time, | Dose, mg/kg Infusion rate, mg/kg/h uH(pYy3nOHHBI 00BeM 50 M uH(Y3HOHHBIH 00beM 75 M1
o infusion volume 50 ml infusion volume 75 ml

Jlenn 1

Day 1
1 15 0,015 0,06 1 0,25 1,5 0,38
2 15 0,030 0,12 2 0,50 3,0 0,75
3 15 0,060 0,24 4 1,00 6,0 1,50
4 15 0,120 0,48 8 2,00 12,0 3,00
5 15 0,240 0,96 16 4,00 24,0 6,00
6 15 0,480 1,92 32 8,00 48,0 12,00
7 32 2,050 3,84 64 34,24 96,0 51,36
%’fo" 122 3,00 50,00 75,0

Muu3u 5
Days 3 and 5

1 15 0,06 0,24 4 1,00 6 1,50
2 15 0,12 0,48 8 2,00 12 3,00
3 15 0,24 0,96 16 4,00 24 6,00
4 15 0,48 1,92 32 8,00 48 12,00
5 15 0,96 3,84 64 16,00 96 24,00
6 11 1,14 6,00 100 19,00 150 28,50
flmoco 86 30 50,00 75,00

Bpems undysuu, Ck Cxkopoctb uHdy3uu, mii/9 | Oobem, ma | Ckopoctb uHby3uu, mi/4 | O0bem, M
MHH Jlo3a, Mr/Kr KopocTh HHdysHH, Infusion rate, ml/h Volume, ml Infusion rate, ml/h Volume, ml

Infusion time, | Dose, mg/kg I lﬁlsiol]lwll:t/l ;{:/ ;:lg/kg/h uH(py3noHHbIH 00beM 100 M UH(DY3MOHHBII 00beM 125 M
min ’ infusion volume 100 ml infusion volume 125 ml

Jlenn 1

Day 1
1 15 0,015 0,06 2 0,50 2,5 0,63
2 15 0,030 0,12 4 1,00 5,0 1,25
3 15 0,060 0,24 8 2,00 10,0 2,50
4 15 0,120 0,48 16 4,00 20,0 5,00
5 15 0,240 0,96 32 8,00 40,0 10,00
6 15 0,480 1,92 64 16,00 80,0 20,00
7 32 2,050 3,84 128 68,48 160,0 85,60
%’:’;f" 122 3,00 100,00 125,00

Muu3u5
Days 3 and 5

1 15 0,06 0,24 8 2,00 10 2,50
2 15 0,12 0,48 16 4,00 20 5,00
3 15 0,24 0,96 32 8,00 40 10,00
4 15 0,48 1,92 64 16,00 80 20,00
5 15 0,96 3,84 128 32,00 160 40,00
6 11 1,14 6,00 200 38,00 250 47,50
%’;’:f“ 86 3,00 100,0 125,0
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Tabmuna 2. Cxema ungysuontoeo éeedenus nakcumamaoa “Step-Up” ¢ ykazanuem obsema (50, 75, 100, 125, 150 u 175 ma) [20] (okonuanue)
Table 2. Naxitamab “Step-Up” infusion regimen by infusion volume (50, 75, 100, 125, 150 and 175 ml) [20] (end)

Bpemsa undysumn,
MUH
Infusion time,
min

Toaay ME /&1 Ckopocts uny3nu,

Mr/Kr/49
Dose, mg/kg Infusion rate, mg/kg/h

Ckopoctb unpysuu, mii/u | Oonem, ma | Ckopocts nadysun, mia/4 | O0bem, M
Infusion rate, ml/h Volume, ml Infusion rate, ml/h Volume, ml
uH(Y3nOoHHBII 00BeM 150 M uH(py3uoHHbI 00beM 175 M
infusion volume 150 ml infusion volume 175 ml

Jenn 1

Day 1
1 15 0,015 0,06 3 0,75 35 0,88
2 15 0,030 0,12 6 1,50 7,0 1,75
3 15 0,060 0,24 12 3,00 14,0 3,50
4 15 0,120 0,48 24 6,00 28,0 7,00
5 15 0,240 0,96 43 12,00 56,0 14,00
6 15 0,480 1,92 96 24,00 112,0 28,00
7 32 2,050 3,84 192 102,72 224.,0 119,84
%’:’;f“ 122 3,000 150,00 175,00

Muu3u5
Days 3 and 5

1 15 0,06 0,24 12 3 14 3,50
2 15 0,12 0,48 24 6 28 7,00
3 15 0,24 0,96 48 12 56 14,00
4 15 0,48 1,92 9 24 112 28,00
5 15 0,96 3,84 192 48 224 56,00
6 11 1,14 6,00 300 57 350 66,50
g}’:’;f" 86 3,00 150 175,00

Ecnu cranmapTHast Teparms 0OJIEBOTO CHMHIpOMa Ha
ocHOBe MopdnHa HedhGeKTUBHA WIM MMEIOTCSI IIpO-
TUBOITOKA3aHMWSI K OIMMOWAAM, MallMeHTaM Ha3HadaloT
aHaJIBIe3MI0 Ha OCHOBe KeTaMuHa (Tadi. 4). Ero BBOmST
IMoA HAOMIOJCHUEM aHEeCTe3MOoJIoTa, TaKKe OOJIbHBIC
TIOTIOJTHUTEIIPHO TOJTyYaloT MUIA30J1aM, INIOKAUH, KeTa-
MWH U aTpOIMH Tepen nHbpy3Mueil Hakcutamaba. B cepe-
nuHe WHGY3UM HakcuTamaba (Ha 15-i1 MuHYyTE) BBOISAT
BTOpBIC O3Bl INTOKaHA 1 KeTamuHa. [TarmenTam ¢ ped-
paKTepHOI OOJIBIO MOXKET OBITH IIPOBEICHA B/B OOIFOCHAS
nH}Y3UsI KeTaMrUHA B 103¢ 10 4 MT/KT CYMMapHO C Ipo0-
HBIM BBEACHHEM 110 2 MT/KT [15].

BaxxHO OTMETHTB, UTO TeHEpaTM30BaHHAS OCTpast 00JIb
apisieTcd no3o3aBucuMbiM HA MAT antu-GD2, kotopoe
BO3HMKACT MPH OOJBIIMHCTBE MHOY3UA. XOTSI OITMOUIEI
OOBIYHO MCITOIB3YIOTCS JUIST KYITMPOBAHMSI OOJIM, CBSI3aH-
Hoit ¢ nHpy3ueit MAT antn-GD2, oHM He Bcerma MOTYT
VIOBJICTBOPUTEILHO 00JIeTYaTh 0O M TOTCHIMAIHHO
CIOCOOCTBOBATh THIIOTCH3UM U OTCYTCTBUIO DPEaKIIUMN
Ha seueHue. BosmeiictBue Ha GD2 cBsI3aHO ¢ aKTWBa-
mueir cyorenuHUIEI NR2B N-metun-D-acmapratHoro
peuenTopa [21]. Mcxona w3 »TOro, KeTaMmH — aHTa-
ronuct N-metusn-D-acmapraTHoro peuemnrtopa — ObLT
HCCIIEI0BAH B Ka4eCTBE aJIbTepHATUBHOTO HEOITMONIHOTO
ITOIX0a K KYITMPOBAHUIO OCTPOIT 00N, BEI3BAHHOM HaK-
cuTamMaboM, ecli CTaHZapTHas Tepanus HeaddeKTuBHA.
B ucmonp3yeMBIX CyOHApKOTHYECKUX H03aX KETaMHWH
OOBIYHO HE YBEIWUMBACT PUCK TUITOTCH3UM W MOXKET
00J1agaTh YMEPECHHON aHTUTUIIOTEH3MBHOM aKTUBHOCTHIO
3a CYET MOBHIIICHUS CUCTEMHOTO YPOBHSI KaTeXOJIaMU-
HOB [22]. OgHaKO KeTaMUH TaKKe BBI3BIBACT BPEMEHHOE

MOBBILIECHNE aPTEPUATILHOIO JABICHHUsI, KOTOPOE OOBIYHO
MIPOXOOUT B TeUeHKe 15 MUH Mocje BBEACHUS, IOITOMY
€ro cliefyeT IPUMEHSTh C OCTOPOXHOCTBIO Y MALMEHTOB
C TUTIEPTOHMEN WM TaxuKapaueit [23].

Pe3yabTaThl Tepanmiyn ¢ HAKCUTAMAOOM

B nacrogmiee Bpems mpuMmeHeHue MAT antu-GD2
npu HB BBICOKOTO pricKa TIPEeUMYIIICCTBEHHO OTrpaHUYe-
HO TTareHTaMu crapiie 18 mecsiieB. JlaHHBIE 0 Oe301mac-
HOCTH 1 3((GEKTUBHOCTU 3TOU Tepalnuu y JeTei MITazIe
1 roga mpemcTaBIIeHBI JIUIIb B OTPAaHMYCHHOM CePUM KT -
HUYECKUX UCCIeIOBaHM [24].

B perpocnektuBHoM uccnenoBanun B.H. Kushner
et al. mpencTasieH onbIT npuMeHeHus MAT antu-GD2
B KomOmHamuu ¢ 'M-KC® y manmentoB ¢ HB rpym-
Bl BBICOKOTO PHCKa B Bo3pacTe Miamiie 19 Mecsien
npu MeauaHe 497 gHeir (nuamasoH — 176—518 agHei)
Ha MOMeEHT mepBoit mo3sl MAT antu-GD2, momydas-
mmx 3F8 (n = 21) mam Hakcuramab (n = 12) Ha sTame
WHOYKIWW WX paHHelW KoHconmmamuu [24]. UHby3us
npenapara nposoamiachk B teueHne 30—90 muH. J1030-
BBIII peXXuM B Koroprte, puHUMaBIei 3F8, cocraBui
50—100 wmr/m?/1uKii, Torga Kak OO3MPOBKA HAKCHUTa-
maba pgocturama ~270—300 wmr/m2/uuki, 4to Oosee
yeM B 2,5 pa3a IIpeBHIIIACT CTaHIAPTHBIC HO3BI IPYTUX
aaTu-GD2-antuten. HecMmoTpsa Ha cyimecTBeHHO Oojee
BBICOKYIO IIMKJIOBYIO 103y, TTPOMIIIHF TOKCUIHOCTA HaK-
cuTamMaba OBUI COIIOCTaBMM C TaKOBBIM Vy ITaIlICHTOB
OoJree CTapIero Bo3pacTa W MO3BOJISUT IIPOBOAUTH JIeUue-
HUE B aMOyJIAaTOPHOM peXUME. ABTOPHI CBSI3BIBAIOT 3TO
¢ pe3yibrataMy (papMaKOKMHETUICCKUX MCCIICIOBaHUIA,
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COITAaCHO KOTOPBIM Yy OOJIBHBIX ¢ MEHBIIEH Maccoil Tena
OTMeyYaloTcsl 0oJiee HU3KHME CHIBOPOTOYHBIE KOHIIEHTpA-
LI ¥ YCKOPEHHBIN KnupeHC MAT, 4TO MOXET OOBSICHSTh
XOpOIIYI0 TIepeHOCUMOCTh Tepanuu [24, 25]. onro-
CPOYHBII TIPOTUBOOITYXOJEBBIII OTBET JOCTUTHYT y 28
(85 %) u3 33 marmenToB. [1py 3T0M 23 M3 HUX HAXOAWIUCH
B IIepBOJ MOJTHOM PEMUCCHH, a B 5 CITyJasiX ¢ pa3BUBIINM-
csl TIpOrpeccUpoBaHKMEeM 3a00JIeBaHUS YIAJIOCh TOCTUYb
YCTOMYMBOTO OTBeTa Oyarogapst MyJIETUMOAAILHON Tepa-
MUY, BKJIIOYABIIEH MOBTOpHOE NMpuMeHeHue MAT aHTU-
GD2, a Takke MHTpaTeKaJlbHOe BBEACHUE PATUOUMMY-
HOKOHBIOTaTOB MPU U30JIMPOBAHHOM METacTa3lpOBaHUU
B LICHTPAJIbHYIO HEPBHYIO cUCTeMY [24].

B 2023 . J. Mora et al. npencraBuin 0OOHOBJIEHHbBIE
pe3yabTaThl NMPUMEHEHUsS HaKcuTaMaba B KOMOMHALIMU
¢ 'M-KC® y 82 maumentoB ¢ Hb rpyrmsl BhICOKOTo
pucKa B TepBOM MOJHOM pemuccuu [26]. B omimume
ot uccinenoanuss B.H. Kushner et al. [24], B maHHOIi
Koroprte Bce OOJIbHBIE, 3a MCKIIOUEHUEM OJHOIO, ObLIN
crapiie 18 MecsilieB Ha MOMEHT ITOCTAaHOBKM JIMarHo3sa,
a 13,4 % nereil MOJYYWIM BBICOKOMO3HYIO XMMUOTE-
pamnuilo ¢ ayTOJOTMYHOM TpaHCIUIAHTALMEH TI€MOII03-
TUYECKNX CTBOJIOBBIX KieToK (ayro-TI'CK) nmo Hawana
nMMmyHoTtepanuu. [Ipu mMenuane HaGmoneHus 37,4 mec
S-netHsist BCB cocraBuna 57,9 %, a OB — 78,6 %. I1po-
THOCTUYECKU 3HAYUMBIM (PaKTOPOM, acCCOILIMUPOBAHHBIM
¢ 6onee Huskoii BCB, gaBnsnock HanTMYe MUHUMAJIBHOM
OCTaTOYHOI1 00JIe3HU B KOCTHOM MO3Te 10 Hayajla UMMY-
Hotepanuu (HR — 3,29; 95 % nosepurtesbHbIi MHTEPBAJ
(AN) 1,54—7,00; p = 0,0020). ITpumegareabHO, YTO MpU
OlLIEHKe MeTonoM log-rank y malMeHTOB, MOJMYYMBIINX
ayro-TI'CK, ormedeHbl OoJjiee BBICOKME ITOKa3aTesln
BCB (p = 0,037), omgHako B ogHO(AKTOPHOM aHaJIM3e
9Ta pa3HUlIa He JOCTUIJA CTATUCTUYECKON 3HAYMMOCTU
(HR — 0,16; 95 % M 0,02—1,16; p = 0,070). B pe3ynb-
tatax onucaHel HS tompko y 4 (4,9 %) GONBHBIX —
Bce IV crenmeHu, BKJIouas 2 3mm3oaa anmHod, 1 ciaydaii
CHHIPOMa PUTUIHOCTU TPYAHOM KIETKM (BTOPUYHbINA
3 deKT onMMona0B) U 1 MHCYILT, CBSI3b KOTOPOTO C HAKCH -
TaMaboM He Oblila JoKa3aHa. ABTOPHI ClieJiain BbIBOI, YTO
HCIOJIb30BaHNE MMMYHOTEpAIlMM, B YaCTHOCTU HaKCH-
tamaba ¢ TM-KC®, nemoHCTprpyeT 00HAHEXKUBAOIIIME
MMOKa3aTe/IM BbIXKMBAeMOCTH Yy MarmeHToB ¢ HB rpymmer
BBICOKOT'O pHCKa B IEPBOM PEMUCCHH, a TaKXKe CTaBSIT
nonx comHeHue HeobxomumocTh ayTo-TI'CK B kauecTBe
00513aTeIbHOTO KOMITOHEHTa Tepanuu y JaHHON Ioj-
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Ipymibl 00JbHBIX. XapakTep PeLMIMBOB B HACTOSIILEM
KMCCJENOBAHMU ObLI IMPEUMYIIECTBEHHO JIOKAJbHBIM
(77,4 %), uro cormacyercss ¢ ganHbiMu B.H. Kushner
et al., rme Takxke npeodsiagaad U30aMpOBaHHBIE (DOPMBI
[24, 26]. TlomyueHHBIE pE3YJIbTaThl CBUAETEIBCTBYIOT
B IIOJIb3Y BO3MOXKHOCTM HOCTHXKECHUSI TOJITOCPOUYHOTO
KOHTPOJISL Hall 3a00JIeBaHKEM IIPY PELIMANBAX C UCIOJIb-
30BaHUEM MYJIBTUMOAAIbHBIX MOAXOMO0B, BKIIIOYAIOLIMX
noBTopHoe npuMmeHeHue MAT antTu-GD?2.

B pabote A. Varo npencraBieH CTYIEHUYATbI PEXXUM
BBeJIeHUsS HaKcuTamaba, pa3pabOTaHHBINA B LIEISIX CHU-
>KeHus yacToThl Tsokeablx HS > 111 cremenu 6e3 mote-
pu adpdextuBHocTu [20]. B MccnemoBaHue BKITIOYEHBI
42 maumeHTta ¢ GD2-MMO3UTUBHBIMU OITyXOJISIMU, TTOTY-
YUBIIMX CyMMapHo 486 BBeneHMII HakcuTamaba 110
cra”HmaptHoMmy (n = 284) wnau cryneHuyaromy (n = 202)
npotokony. [locmengHuit mpegycMarpuBaeT WHOY3UIO
Hakcutamaba B TeyeHue 120 MuH B 1-i1 meHb ¢ Tocre-
IEHHBIM YBEJIMYEHUEM CKOPOCTU BBeleHHUs (CTapToBas
ckopoctb — 0,06 Mr/kr/4) u 90-MuHyTHbIe MHGY3UU Ha
3-ii 1 5-1i IHU, TOTJa KaK CTaHAAPTHBIN peXXUM TTpeaCTaB-
nsgeT coboit 30—60-muHyTHBIe MHGY3UKU. [IpuMmeHeHue
CTYIIEHYaTOTO peXuMa WHOY3MM OBbLIO acCOLMUpPOBa-
HO co cHmkeHueM 4vactotel HS III cremenum Tsxectn
¢ 8,1 % (23 u3 284) npu craHmapTHOM pexume 1o 2,5 %
(5 w3z 202) — mpu crymenyarom (OR — 0,297; 95 %
AN 0,095—-0,929; p = 0,037), 4TO COOTBETCTBYET CHIKE-
Huto pucka Ha 70,3 %. [1pu 5TOM CBIBOPOTOYHBIE KOHLIEH-
Tpalluu HaKcuTamaba mocjiae MHQY3UU TIpU CTyIIeHIaTOM
pexume (B cpenHeM — 100,95 MKT/MJT) HaXOAUINCH B TOM
K€ Auaria3oHe, YTo U IpU cTaHAapTHOM (88—114 MKr/mi),
3TO IO3BOJISIET IPEIIOJIO0XKUTh OTCYTCTBUE HEraTMBHOIO
BJIMSIHUS Ha TIPOTUBOOITYX0JIEBYIO (P (EKTUBHOCTb.

VoenutenbHble pe3ynbTaThl, IIOJyYEHHBIE B IIpe-
LIECTBYIOIIMX PaboTax, IOCIYXWIM OCHOBAaHUEM IS
MPOBEACHUST MHOTOLIECHTPOBOIO HEPaHIOMU3UMPOBAHHO-
ro uccienoBanun II ¢aser (Trial 201, NCT03363373).
B pmanHOM wuccnemoBaHUM U3y4aauch 3(G(GEeKTUBHOCTH
1 6e30I1acHOCTb HakcuTaMaba B komOuHaruu ¢ TM-KC®
y 74 maliueHToB ¢ pedpakKTepHOil WK PelUIUBUPYIOIICH
HbB rpynmbl BBICOKOTO pHUCKa C TIOpakeHHeM KOCTei
1/WIK KOCTHOTO Mo3ra [27]. Cxema KaxkIoro 1ukJja Tepa-
MUU TpeaycMaTpuBaia nmoakoxkHoe BeeaeHue 'M-KCD
B mose 250 mkr/m?/cyr ¢ —4-ro mo 0-ii gHuU, a 3aTeM
500 mkr/m*/cyr B 1-5-ii nHu. BBegeHue Hakcuramaba
B 03¢ 3 MI'/KT/CYT BBIIIOJIHSIOCH Ha 1, 3 11 5-14 THM TOTO XKe

Ta6muna 4. Jleuenue 601€6020 CUHOPOMA, BbI36AHHO20 HAKCUMAMAOOM, ¢ noMoubio kemamuna [ 15]

Table 4. Ketamine-based management of naxitamab-induced pain [15]

Bpems
Timing
[Tepen

uHby3uen
Before infusion

Muzaazoaam
Midazolam

<40 xr — 60J110C
<40 kg — bolus

> 4() kr — 60J110C
> 40 kg — bolus

0,05 Mr/KT B/B 60IIOCHO
0.05 mg/kg i.v. bolus

JlomoTHUTETbHAS
Bo Bpemst 0oJirocHas 103a
UHbY3UU — Ha 15-it MUHyTE

Minute 15: additional
bolus

During infusion

Jlunokann Atponux Keramun
Lidocaine Atropine Ketamine

0,5 Mr/KT B/B OOJIIOCHO
0.5 mg/kg i.v. bolus

0,005 Mr/Kr B/B 6OJTIOCHO
0.005 mg/kg i.v. bolus

B/B 6omtocHoe BBeaeHue 1—2 Mr/Kr

JonosHuTenbHas Ha 15-it MUHYTE, TOMOJHUTEIbHbIE
OorocHas 1o3a TTO3BI 10 00111 1035l 4 MT/KT
Additional bolus Minute 15: 1—2 mg/kg i.v. bolus,

added doses up to a total of 4 mg/kg
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LIMKJIA, IIPYA 3TOM IIPOIOJIKUTEILHOCTD IIEPBOil MH(Y3UU
cocraBisuia 60 MuH 1 He MeHee 30 MUH — TIpU TTOC/IELY-
forux. OueHka 3(pOEeKTUBHOCTU Tepanuu MPOBOAMIIACH
y 52 maumeHTOB: yacToTa 00bekTUBHOTO OTBeTa (HOO)
coctaBuia 50 % (95 % AU 36—64; p < 0,0001), npu aTOM
IO u YO pocturHytel y 38 % u 12 % malueHTOB COOT-
BeTcTBeHHO. [IpmmeuartenbHO, 4TO cpeau 13 OGONBHBIX
¢ mpeamecTBylolieil Tepanueii apyrumu aHtu-GD2-aH-
TUTEJIaMU OTBET Ha HakcuTamad otmeueH y 4 (31 %) [27].
IMokazarenn omHonerHeit BBIT u OB cocraBuiu 35 %
95 % AN 16—54) u 93 % (95 % AN 80—98) cootser-
ctBeHHO. [Tpoduiab 6e30macHOCTH COOTBETCTBOBAJI paHee
OITyOJIMKOBaHHBIM JaHHBIM. HS 3apeructpupoBaHbI
y BCeX MaLMEHTOB, pu 3ToM 81 % 13 HUX pacLieHEHbI Kak
CBSI3aHHBIE ¢ MPOBOAMMOI1 Tepanueii. Hanboiee yacTeiMu
HJI ITI-1V crenenn tsxkecTu O0bLIA runoteH3ust (58 %)
u 6oseBoit cuHaApoM (54 %), GONBIIMHCTBO U3 KOTOPBIX
pa3pelranuch B TeueHue 1 4. [IpuMedaTenbHO, YTO YacTO-
Ta 3TUX SIBJCHMII yMEHbIIAJACh IO Mepe IPOBEACHUS
MOCJIEAYIOIIMX IUKJIOB Tepaluu, YTO MOXET CBUACTE/Ib-
CTBOBAaTb O Pa3BUTUU TOJIEPAHTHOCTHU K ITIOBTOPHBIM BBE-
JIEHUSIM HaKcuTaMaba M CHUKEHUM OCTPOTHI MH(PY3UOH-
HBIX peaklnil B Ipoliecce JeUECHUSI.

B cucremaruueckom o63ope H.N. Lode et al. mpoBe-
JIEHO HeTIpsiMoe cpaBHeHUE 3G (GEKTUBHOCTU JUHYTYKCH-
Maba 6eTa 1 HaKcuTamaba y MalMeHTOB ¢ pedpaKTepHOi
wiu peuuausupytoiieit Hb ¢ mopaxkeHueM Kocreit u/mim
KOCTHOTro Mo3ra, gocturimmx YO, MUHMMaIbHOTO OTBETa
nimm C3 Ha mpeaecTBylonlyto Tepanuto [28]. das MuHu-
MM3aLMU FeTePOreHHOCTU MOIYJIAIuUii ObUla IIpOBeacHA
KOPPEKIUs 110 KJIIOYEBbIM UCXOIHbIM XapaKTePUCTUKAM:
cratrycy MYCN, pedpakrepHOMY/pelIMAUBUPYIOILIEMY
TEYCHUIO, TMOJY M JIOKAJIM3allMU ITOpaxeHus: (KOCTU
U/WIN KOCTHBIM Mo3r). CorlacHO TIpeacTaBICHHBIM
pe3yibraTtaM, JUHYTYKCMMab OeTa acCOUMUpPOBAJCS CO
CTaTUCTUYECKU 3HaUUMMbIM yBenndyeHueM BBII mo cpas-
HeHwuto ¢ Hakcutamabom (HR —0,47; 95 % 11 0,26—0,87;
p =0,015), a rakxe 60s1ee Bbicokoit HOO (60,1 % nportus
43,3 %; HR — 1,97; 95 % AN 1,02—3,80; p = 0,044) [28].
Paznuunii B OB BBISIBIIEHO He OBIJIO, OAHAKO 3TU JAHHbBIE
ceoyeT WHTEPIpPEeTUPOBaTh C Y4YETOM OrpaHUYEHHOM
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MPOIOKUTEIbHOCTU HAOJI0AeHUSI. ABTOPHI OTMEYaloT,
yto pasznuuusg B BBIT aBisgiorcs KIMHUYECKU 3HAYUMBI-
MM, TIOCKOJIbKY 3TOT ITOKa3aTe/Ib He IMMOABEPKEH BIUSHUIO
MOCJIEAYIONIe Teparnuyu M OILIEHMBAETCS IO OOBEKTUB-
HBIM KpUTepusM. Takum oOpa3oM, pe3ysibTaThl JAHHOTO
HEIPSIMOTO CPaBHEHMST CBUAETEIBCTBYIOT O IMMOTEHIIMAb-
HOM TIpeUMYIIECTBEe AMHYTYKCMMaba OeTa mepen HaKCH-
tamabom B otHoleHMn YOO u BBIT y nauneHToB ¢ ped-
pakTepHoli/peruauBupytoiieii Hb ¢ mopaxkenuem kocteit
1/ KOCTHOTO Mo3ra. BaxkHo cka3aTh 0 HEOOXOIMMOCTH
MHTEPIpeTaliy 3TUX JAHHBIX C OCTOPOKHOCTHIO BBUIY
OTCYTCTBUSI IIPSIMBIX PAHAOMU3MPOBAHHBIX UCCIIEIOBAHUIA,
pa3IUuMii B MCXOMHBIX XapaKTEePUCTUKAX CPaBHUBACMBbIX
KOTOPT M HEIOCTaTOYHOCTH JaHHBIX 1o OB.

Baxuo otmetuTh 1 ucciaenosanue W. Wei et al., koto-
poe MPOAEMOHCTPUPOBAIO, UTO OTHOBPEMEHHOE IIpU-
MeHeHue nopiatuanba u MAT antu-GD2, B ToM uyuncie
HakcuTaMaba, MOBBIIIAET BEPOSITHOCTh PA3BUTUS OCIOXK-
HEHUI1 CO CTOPOHBI JbIXaTesIbHOU cucteMmbl. CoriacHo
HCCIIeI0BAaHUIO Y 4 13 29 MallMeHTOB, MOJYYUBIINX OTHO-
BpeMeHHO JopaaTuHu® u MAT antu-GD2, pasBuiuch
HA > III cTeneHn co CTOPOHBI AbIXaTeJbHONM CUCTEMBI,
B CBSI3U C Y€M aBTOPHI PEKOMEHIYIOT BDEMEHHO IIPHOCTa-
HaBJIMBaTh IIPUEM JIOPJATUHKOA BO BpeMs IIPUMEHEHUS
MAT antu-GD2 [29].

3akioyenne

Tepanus HB rpymmbl BBICOKOTO pUCKa OCTAETCS CIOXK-
HOU KJIMHUYECKOM 3a1a4yeid, HECMOTPSI Ha 3HAYUTEIbHBIC
yCIIeXy B TMTOHMMAHUU OMOJIOTMU 3a00JIeBaHUSI M pa3pa-
0OTKe HOBBIX TepareBTUYecKux crtpateruii. MccrnemoBa-
HUsI, TIOCBSIIIEHHbIE TTPUMEHEHUIO TYMaHU3MPOBAaHHOTO
MAT Hu3F8, nmpomeMoHCTpupoBaiu MOTEHIIMAI B Tepa-
MU JaHHOW KOTOpThl MalueHTOB. OmyOJIMKOBaHHBIE
JMaHHbIE CBMIETEILCTBYIOT O IMOTEHIIMAJbHOM YIydIlle-
HUU TepareBTUYECKOIO OTBETA M MPOrHo3a 3a00J1eBaHuUs
B 3TOi rpyrmne 00abHbIX. OgHAKO ISl BAIMIALUU DTUX
JAHHBIX M OIpeaesieHUs] TOYHOI POJIM T'yMaHU3MPOBaH-
Horo MAT Hu3F8 B neueHnn HEOOXOAUMBI JaJIbHEUIIINE
KJIMHUYECKUE HCCIeA0oBaHUSI Ha 0ojiee OTHOPOIHOM
KOTOpTE MallMeHTOB.
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Hnghanmunvhvie noayuapHoie enuomvl npedcmasasnom codoii peokyio epynny onyxoneii UeHmpanbHol HepEHoU cucmemsl y demell paHHe2o
soszpacma. Cospementvle duazHocmuieckue no0xXoobl, GKAIOYAIOWUE NPEHAMANbHYIO HeUPOBU3YAU3AUUIO, MONEKYAAPHO-2eHEMUUECKOoe
npoguauposanue u npuMeHeHue MmapeemHoll mepanuu, NO380AI0M YAYHUAMb NPOSHO3 U YEEAUHUBAMb BbIJICUBAEMOCIb NAYUEHINO8 NPU
coxpanenuu Kavecmea cusnu. I[lpedcmaenennoe Kaunuyveckoe HabaO0eHUe UAAOCMPUPYem 0COOeHHOCMU OUASHOCMUKU U AeHeHUs.
UHGDAHMUABLHOU NOAYIAPHOU 2auoMbL ¢ mpaHcaokauueti eena NTRK 1y pebernka nepeoeo 200a scuznu, a makice no04epKusaem cAolcHOCmu
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Infant-type hemispheric gliomas are a rare group of central nervous system tumors occurring in very young children. Contemporary diagnostic
approaches, including prenatal neuroimaging, molecular genetic profiling, and the use of targeted therapy, make it possible to improve
prognosis and increase patient survival while preserving quality of life. The present clinical case illustrates the features of diagnosis and
treatment of infant-type hemispheric glioma with NTRK 1 gene rearrangement in a child during the first year of life and also highlights the
challenges associated with selecting an optimal therapeutic strategy.
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AKTyaJbHOCTD

NudantuiabHbie monymapHbeie mmoMbl (infant-type
hemispheric gliomas) UEHTpaJbHO HEPBHOW CUCTEMBI
(HHC) — penxme HOBOOOpa30oBaHMSI, BCTPEUAIOIIHMECS
MPEeUMYIIECTBEHHO Y AeTeil mepBoro roaa xusHu. [Toiy-
HapHasi “H(paHTWIbHas IJMoMa ObLia BIIEpBbIe BbIAEIEHA
B knaccudukanum omyxojeir [IHC BecemupHoit opranu-
3anuu 31paBooxpadHeHust 2021 . Kak oTaebHas HO30J10-
ruyeckasl eAMHULIA CPEAU 3I0KAYeCTBEHHBIX TU(DDY3HBIX
oM netckoro tumna [1]. OcoOblii uHTepec MpeacTaBsi-
10T Clydyau, acCOIMMPOBAHHBIE C TpaHCJIOKAIMel TeHa
NTRKI w npyrux RTK-renos, Hampumep ALK, ROSI,
MET, noCKOJbKY UMEHHO TaKWe MEepecTPOMKU JiexaT
B OCHOBE OTAebHOM rpynnbl R7TK-driven nH(QaHTUIBHBIX
oM [2—6], a mosiBiienre TRK-MHrMOMTOPOB OTKPHLIO
BO3MOXHOCTU TEPCOHATU3UPOBAHHON TapreTHOW Tepa-
nuu 1ipu NTRK-1103UuTUBHBIX omyxouisix [7—10].
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Ha Momenm nocaedne2o Habawldenus — 1 200 2 mecaua.
Brympuympobno npu ynbmpasgyKo8om cKpuHuHee 8bis8AeHO
H08000pazoeanue npasoii memenHoll doau. Ha 35-ii nede-
ne bepemennocmu ¢ PIBY «HMHUI] um. B.A. Aamaszosa»
Munsopasa Poccuu 6binoaneHa MaHUMHO-PE30HAHCHAS
momoepaghusi (M PT) eon06n020 mo3sea nnoda 6e3 Konmpacm-
Hoeo ycunenus. Ilo dannvim uccredoeanus onpedensemcs
30Ha namonozuteckoeo MP-cuenana, 2unouHmMeHCUBHAs Ha
T2-636emennuvix uzobpaxcenusx (BH) u ymepenno eunepun-
mencuenas Ha T1-BH, nrokaiuzoeannas nepuseHmpuKynsap-

HO 3a0Hemy pocy npasoeo 60K08020 JceaydouKa, pamepamu
20,3 % 13,4 % 12,2 Mm, ¢ HeuemKUMU KOHMYPAMU U NPUSHA-
Kamu ymepeHHo2o oeparu4enus ouggysuu (puc. 1).

C yuemom nokaru3ayuu U CUSHANbHBIX XAPAKMEPUCIUK
8bl5161EHHOLL 30HbL 8bICKA3AHO NPEONoA0NCeHUe 0 MYyDOepO3HOM
ckaepose. Jupepenyuanvhas OuaeHOCMUKAQ BbisI8AEHHbIX
UBMEHeHUI MaKdice 8KAIUANA 2AUANbHbIE ONYXO0AU, CYOINeH-
OUMANBHYIO 2eMePOMOnUI0 U OP2AHU3YIOWYIOCS cy0IneHdu-
MAAbHYIO 2eMAMOMY.

B sospacme 17 oneii evinoanena MPT 201061020 Mo32a
¢ KoHmpacmHuim ycunenuem. Ha ghone nezasepuiennoii mue-
AUHUZAUUY 8 2AYOUHHBIX 0mdenax 6ea020 eeulecmaa npagoeo
noaywiapusi NepueeHmMpUKYAsAPHO 3a0HeMy poey 00K08020
Hcenyo0ouKa coxpansemcs 30Ha namonoeuuecko2o MP-cue-
Hana ¢ HeuemKUuMU KOHMYpamu U HeOOHOPOOHOU GHYMpPeH-
Hell cmpykmypoil: eunounmencusHas Ha T2-BH, ¢ npusna-
Kamu oepanuuenus ouggysuu ymepenroti cmenenu. Ilocae
KOHMpPACMHO20  ycuaeHus —onpedeasemcs HeoOHOPOOHoe,
npeumyuecmeeHHo nepugheputeckoe HaKonAeHue KOHmpacm-
H020 npenapama 8 yKazanHuix 30Hax (puc. 2) — MP-kapmuna
MOICEm COOMBEMCMBO8ANb ONYXO0AU 2AUANLHORO PAOA.

Pebenok Haxoouncst nod HabarOeHUueM He8pPoa02a U OHKO-
A0ea. B ceazu ¢ omcymemeuem Hesposoeuueckoll cumMnmo-
MAMUuKy NPUHAMO peuienue 0 OUHAMUYECKOM HAOA00eHUU
do docmuoicenus go3pacma 6 mecsyes.

IIpu npogedenuu xonmponvnoii MPT conognoeo mo3ea
¢ KOHMPACMHbIM YCUleHUueM 8 803pacme 6 mecsauyes ommeue-
HO yseauuenue pasmepos pamee bla6AeHHOU 30Hbl NAMOA0-
euueckoeo MP-cuenana (puc. 3). Obpazosanue pacnpocmpa-
Hsiemcsi @ cy0aneHOUMAanbHble 0maensl nepuseHmpUKYAsIPHO,

Puc. 1. MPT 201061020 Mo32a naoda 6e3 KoHmpacmuoeo ycunenus Ha 35-ii Hedeae eecmayuu. Ha akcuanvhoix uzobpaxcenusx onpedensiemcs 30Ha namono-
euteckoeo MP-cuenana, 10Kaau308aHHAS NEPUBCHMPUKYAAPHO 3A0HEMY POy NPABoeo 060K08020 Jceaydouka: eunounmencuenas Ha T2-BH (a) u eunepun-
mencusnas Ha T1-BH (6), ¢ npusnakamu oepanuvenus ouggysuu ymepenroi cmenenu: ¢ — DWI; e — ADC

Fig. 1. Fetal brain MRI without contrast enhancement at 35 weeks of gestation. Axial images demonstrate an area of abnormal signal located periventricularly
adjacent to the posterior horn of the right lateral ventricle: hypointense on T2-weighted images (a) and hyperintense on T [-weighted images (6), with moderately

restricted diffusion: ¢ — DWI; e — ADC

Knuunyeckue Habnwopenus // Clinical cases
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Puc. 2. MPT 20106H020 M032a ¢ KOHMPACMHbIM YcunreHuem 6 eospacme 17 Oneil. B dunamuke 6 yeHmpanvHoix omoenax onpedeisiemcs 2UNOUHMeHCUBHbLI
cuenan na T2-BH (a), no nepugepuu — eunepurnmencugnsiii cuenan no FLAIR (2). Ommeuaromes npuznHaku oepanu4enus: Oug@ysuu ymepeHHol cmenenu:
6 — DWI; e — ADC. Ha doxonmpacmuuix T1-BH (6) coxpansemcs 30Ha eunepuHmeHCcU8H020 CUSHAAA NePUBCHMPUKYASIPHO 3A0HeMY pO2y npasoeo 60Ko-
8020 Jcenyoouka, 6eposimHo, nocaedcmeus kposousnuanus. Ha T1-BH nocre konmpacmmoeo ycunenus ouaeosoe nosviuienue MP-cuenana 6 cmpykmype
onyxoau (0)

Fig. 2. Contrast-enhanced brain MRI at the age of 17 days. Follow-up imaging shows a hypointense signal in the central portions on T2-weighted images
(a) and peripheral hyperintensity on FLAIR (e). Moderately restricted diffusion is present: ¢ — DWI; e — ADC. On pre-contrast TI-weighted images (6),
a hyperintense area persists periventricularly adjacent to the posterior horn of the right lateral ventricle, likely representing sequelae of hemorrhage. Post-
contrast T1-weighted images demonstrate focal enhancement within the tumor (0)

¢ Komnpeccuell 3a0He20 poea npasoeo O0K08020 lceaydouKa
U opmuposanuem KpynHoeo MHOLOKAMEPHO20 KUCHO3HO2O
KoMnoHenma.

C yuemom u3meHeHUs CMPYKmMYypvl 00paA308aHUs
U e20 BbIPANCEHHOR0 NPOSPECCUPOBAHUSI NPUHAMO pelleHue
0 BbINOAHEHUU ONePAMUBHO20 BMEUAmenbCmed — Yacmuy -
HOU pe3eKyul 00pazo8anus ¢ NOCAeOYIOWUM 2UCmono2ude-
CKUM uccaedosanuem onepayioHH020 Mamepuand.

Ilo  pesyabmamam uccredosanus mopghoroeuyeckas
KapmuHa u UMMYHOpEHOmMUn coomeemcmaosan 0ecMona-
cmu4eckoil uHpanmuabHoil acmpouumome, grade 1.

a 0

B danvHetiuem no 0aHHbIM HEUPOCOHOPADUU BbISENCHDI
NPUBHAKU NPOOOAINCEHHO20 pocma 00pa308anus ¢ pacnpo-
cmpaneHuem 6 npaewviil 60Koeoil xcenydouex. Yepesz 3 mec
nocae nepeuUuHO20 8MeulamenbCmea blNOAHEeHO NOBMOPHOe
Xupypeuueckoe yoanreHue Hogoobpazosanus. Ilpu eucmono-
2UYECKOM UCCAe008aHUL NOAYYEHA KAPMUHA 2AUAAbHOU ONY-
X0AU € 8bICOKUM NOMEHUUANOM 310KavecmeenHocmu. Llumo-
2eHemuueckKoe uccaedoganue OnepayiioHHO20 Mamepuana
memodom FISH evisisuno mpancaokayuio eena NTRK 1, umo
N03604UN0 KAACCUDUUUPOBAMb ONYX0Nb KAK UHDAHMUNL-
HYI0 noayuapryio eauomy ¢ mpancaokayueil 2ena NTRK .

6 4

Puc. 3. MPT 201061020 M032a ¢ KOHMpAcMHbIM ycuaeHuem 6 6opacme 6 mecsyes. Ommewaemcs: 3HAHUMENbHOE Y8EAUHEHUE PAZMEPOE PAHEe GbISI6ACHHO20
00pa306aHUS NPEUMYULECIMBEHHO 3a CHem POPMUPOBAHUS KPYNHO20 MHO2OKAMEPHO20 KUCIO3H020 KOMNOHEHMA, ¢ KOMnpeccuell 3a0He20 po2a npagozo 60Ko-
6020 Jiceny0o4Ka U Hapacmanuem nepughokarvhoeo omexa: a, 6 — T2-BH; 6 — FLAIR. Ha nocmkonmpacmHbix u300paxicenusx onpedensiemcs nogulieHue
M P-cuenana om coaudHo20 KOMROHEHMA ONYX0AU C YeAUYeHUEM Pa3mMepos 6 OUHamuKe (2)

Fig. 3. Contrast-enhanced brain MRI (age 6 months). There is marked enlargement of the previously identified lesion, predominantly due to formation

of a large multiloculated cystic component, with compression of the posterior horn of the right lateral ventricle and increasing perilesional edema:
a, 6 — T2-weighted images; 6 — FLAIR. Post-contrast images demonstrate enhancement of the solid tumor component with interval growth (2)
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Ilo daunvim nocaeonepayuonnoii MPT 20a06H020 Mo3ea
¢ KOHMPACMHBIM YCUACHUEM ONnpedensiemcs OCHAamoUHblil
y3en obpazosanus, pazmepamu 4,6 X 4,1 x 3,0 mm, eunou-
mencuenwlil Ha T2-BH, nporabupyrouuii 6 npoceem 3aonezo
poea npasoeo 60K06020 Jcenydouxa (puc. 4).

Yuumvieas mopgonoeueckuii eapuanm o006pazoeanus,
Haauyue 0cmamouHol Onyxoau U 603pacm pedeHKa, npuHs-
mo peuterue o npogederuu noauxumuomepanuu (IIXT) no
npomokoay BABY POG 0as demeil maadue 3 nem.

B nocaeonepayuonnom nepuode nayueHmka 6 meyeHue
4 mec noayuana IIXT no npomoxoay BABY POG (AAB). Ilo
danubim konmpoavHoi MPT eonoenoeo moszea ¢ konmpacm-
HbIM  YCUACHUEM COXPAHAAUCL NPUSHAKU HNPOOOANCEHHO0
pocma onyxoau 6 obaacmu 3a0He2o poea npasoeo 60K08020
JcenyoouKa u npasoii memeHHol 004U, pamepsvi 00paz08a-
Husg — 13,5%x 11,0% 8,2 mm (puc. 5). Ommeuanoce usmererue
CUCHANBHBIX XAPAKMEPUCIUK: NOGbIUEHUEe UHMEHCUBHOCIU
cuenana Ha T2-BH u neuemkocms KoHmMypos.

Ilocne 4 uuknose IIXT ommeuen npodoaxicenHwiii pocm
onyxoau no danuoim MPT. Obwee cocmosHue pebenka
cmabunvHoe, NPUSHAK08 UHMOKCUKAUUU UAU GbIPANCEHHOT

a 0
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Heapoaoeu4eckoi cumnmomamuxuy Hem. Ha momenm nauana
mapeemuol mepanuy OMme4anrocs y0084emeopumensHoe
obuee cocmosnue.

C 19.08.2025 noaywaem sumpexmunu6 100 me/cym.
B ceés3u ¢ yseauuenuem maccol meaa 003a SHMpeKMUHUOAQ
obl1a nepecuumana u ygeauuena 0o 170 me/cym. Ilepernocu-
Mocmb npenapama yodoeasemeopumenvhas. MPT e npoyecce
AeueHuss Oblia @blNOAHEHA 08adcobl, 4epe3 8 mec ommeud-
A0Ch YMEeHbUeHUe Pa3mMepo8 0CmamoyHoi onyxoau Ha 64 %
(8,6 x 6,2 x 6,0 Mm), npusHaku oepaHu4eHus ouggysuu
OMCYmMcmeoganu, He onpedeasinocs nogviuenue MP-cuenana
Ha NOCIMKOHMPACMHBIX U300padicenusx (puc. 6).

Oo0cyxneHne

BpoxneHHBIE OITyXOJIM TOJOBHOTO MO3Ta SIBJISIOT-
Csl 4YpPE3BbIYAMHO PEOKOM IIaTOJIOTMEH U COCTaBJISIOT
HEOOJIBIIYI0 MO0 TMeIuaTpUIEeCKUX HOBOOOpa30BaHMUIA
LHHC [11-13]. UudanTunbpHasg moayliapHas TiadoMa —
9TO HEAABHO BbIIEJCHHAs KaTeropusl OIyXoJieil MaamaeH-
yeckoro Bo3pacTta. B kiaccudukauuum omyxoneit LTHC
BcemupHoi1 opranuzanuu 3apaBooxpaHeHus 2021 . oHa

Puc. 4. ITocaeonepayuonnas MPT 201061020 Mo32a ¢ konmpacmHbim ycureHuem. Ha axcuanvhvix uzobpaxcenusx no meouanvbHoli cmeHke 3a0He20 poea
npagoeo 60K08020 JHceay00uKa onpeoensemcs OCMmamo4Hblil y3ea 0opazoeanus, pasmepamu 4,6 x 4,1 x 3,0 mm, eunounmencuenniii ha T2-BH, npoarabupy-
rowuii 6 npoceem xceayoouka: a — T2-BHU; 6 — FLAIR; 6 — T1-BH. Ha nocmkonmpacmuuix T1-BH onpedensemcs evipaxcentoe noswviuienue MP-cuenanra
om o6pa3zoseanusi (2)

Fig. 4. Postoperative contrast-enhanced brain MRI. Axial images demonstrate a residual nodular lesion along the medial wall of the posterior horn of the
right lateral ventricle measuring 4.6 x 4.1 x 3.0 mm, hypointense on T2-weighted images and protruding into the ventricular lumen: a — T2-weighted images;
0 — FLAIR; 6 — T1-weighted images. Post-contrast T1-weighted images show marked enhancement of the lesion (e)

a 0 8 2

Puc. 5. Koumpoavnas MPT 201061020 mo3ea ¢ konmpacmuwim ycunenuem nocae IIXT. [Ipusnaku npoooadxceHH020 pocma onyxoau  3a0Hem poze npagozo
00K08020 Jcenydouka u npaeoti memernHoli done: a — T2-BH; 6 — FLAIR; 6 — T1-BU; e — T1-BH ¢ konmpacmHsim ycuieHuem

Fig. 5. Follow-up contrast-enhanced brain MRI after polychemotherapy. Findings are consistent with continued tumor growth in the posterior horn of the right
lateral ventricle and right parietal lobe: a — T2-weighted images; 6 — FLAIR; ¢ — TI-weighted images; ¢ — contrast-enhanced T [-weighted images
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Puc. 6. Konmponvnas MPT 201061020 M0O32a ¢ KOHMPACMHbIM YCUAeHUeM Yepe3 § Mec mapeemHoil mepanuu. YmeHvueHue pazmepos onyxonu 8 3a0Hem
poee npasoeo 60k06020 nceayoouka: a — T2-BU; 6 — DWI; 6 — ADC. Ha nocmkonmpacmuusix T1-BH omcymcmeyem nogviwenue MP-cuenara om

obpaszosanus (2)

Fig. 6. Follow-up contrast-enhanced brain MRI after 8§ months of targeted therapy. Decrease in tumor size in the posterior horn of the right lateral ventricle:
a — T2-weighted images; 6 — DWI; 6 — ADC. No enhancement of the lesion is seen on post-contrast T I-weighted images (2)

ObLTa OTHeceHa K Juddy3HbIM IIMOMaM BBICOKOI CTere-
HU 3710Ka4eCTBEeHHOCTH [1]. JlaHHBINI TUM OMyX0JIU O0bIY-
HO IUArHOCTUPYETCS Y HOBOPOXKACHHBIX U I€TEI MepBOro
roja XXU3HU U XapaKTepu3yeTcs HaudueM creuudpuye-
CKMX MOJIEKYJIIPHBIX U3MEHEHUIN — Yalle BCEro reHHbIX
MepecTpoeK pPeuenTopoB TUpPO3UHKUHA3: NTRKI1/2/3,
ROS1, ALK wviu MET [1-6].

IIpeHatanpHas AWMArHOCTUMKA TJIMOMBI BCTpeYaeTcs
Ka3yuCTUYECKU peako. BHYTpuyTpoOHO BbISBIsSIEMbIE
OITyXOJIA TOJIOBHOTO MO3ra MOTYT UMETh Hecneuuduye-
CKUe yJabTpa3ByKoBble U MP-nipu3Haku, 4To 3aTpyaHSET
nuddepeHIUATBHYI0 AUATHOCTUKY C KPOBOU3IUSIHUEM
U IpyTUMU 00beMHbIMU NopaxeHusamu [11—13]. B mupo-
BOIl JMTEepaType MNPEACTaBIEHO OrPaHUYEHHOE YUCIIO
MOJOOHBIX HAOMIOAEHUI, MTPEUMYLIECTBEHHO OIMUCHIBA-
IOIIMX BPOXAECHHBIE 3/I0KAYECTBEHHbIE TJIUAJbHBIE OITy-
XOJIM M UH(bAHTUIbHbBIE MOTYIIApHBIE ITUOMBI [6, 13, 14].

C TOYKM 3peHMs] HEMPOBU3yaTu3aluy MPeACTaBIICH-
HBIA KJIMHUYECKUM Caydyall JEMOHCTPUPYET XapakKTep-
Hble MPU3HAKW WHOAHTWIBHOW MOJIYUIAPHOW [JIMOMBI,
COOTBETCTBYIONIME TaHHBIM JIUTEPATYphl. LIS 3TUX Omy-
XOJiei TUMUYHO (POPMUPOBAHUE KPYIMHOTO OOBEMHOTO
00pa3oBaHus B MOJYLIAPUU TOJOBHOTO MO3ra, HEpeaKo
C BBIPAXXEHHBIM COJIMIHBIM KOMIIOHEHTOM, KUCTO3HBIMU
U3MEHEHUSIMU, y4aCTKAMU KPOBOU3IUSHUS, HEOJHOPO/I-
HbIM MP-cUrHajioM ¥ MHTEHCUBHBIM, 3a4acTylo reTepo-
TeHHBIM KOHTPACTHBIM ycuJieHUeM [2, 6, 14—16].

CrenyeT OTMETUTh, UTO MpPeHATaIbHAas BU3YyaTU3alUs
MOJOOHBIX HOBOOOPA30BaHUI BO3MOXHA C IMOMOIIbBIO
YJIBTPa3BYKOBOTO MCCJIEIOBAHUS, ITOCKOIbKY TOT METO[
OCTaeTCsI OCHOBHBIM JUISI PAHHETO BbISIBJIEHUSI aHOMAJTUA
mmona. OHaKo B psifie CIyYaeB YIBTPA3ByKOBAsI TUArHOC-
TUKA HE TMO3BOJISIET TOYHO OUGGEepeHIIMPOBATh OMyXOJb
ot apyrux cocrosiHuii [11—13]. TlpoBeneHue npeHa-
TanbHO MPT B Takux cutyanusx obecrieyrBaeT OoJjiee
JIETaIbHYI0 OLIEHKY CTPYKTYpbl HOBOOOpa30BaHUs, €ro
pacnpoCTPAaHEHHOCTU Y BIUSIHUS Ha OKPYXalolue TKaHU
[11,12].

IToce poxneHusi pebeHKa CTAaHIAPTOM JTHUATHOC-
TuKU saBasgeTcss MPT rosoBHOro Mo3ra ¢ KOHTPaCTHBIM
YCUJIEHUEM, MO3BOJISIIONIAs YTOYHUTh pa3Mepbl, CTPYK-

Typy o00Opa3oBaHUus, BbIPAXXEHHOCTb Macc-3ddekra,
pacmnpocTpaHeHUe OIyXOJUW W CIJIAHMPOBATh Jajlb-
Heimyo TakTuky JjedeHuss. Ha MP-uzobpaxkeHusix
WHGAHTUWIBHBIE TTUOMBI OOBIYHO TMITOMHTEHCUBHEI Ha
T1-BU u runepunteHcuBHsl Ha T2-BU/FLAIR, gacto
cofiepXaT KMCTO3HbIE KOMIIOHEHTHI MM 30HBI HEKPO3a
U MOTYT COIMPOBOXKAATHCS TETEPOTEHHBIM HAKOTLJIEHUEM
KOHTpacTHOro mpenapata [2, 6, 14—16]. Ilpu nuHamMu-
YeCcKOM HaOJII0/IeHUY 1 Ha (hOHE JICUEHUS B TIOCTHATATTb-
HOM TIepUOJIe Bpau-pPEeHTIEHOJIOT OIIEHUBAET COCTOSTHUE
OTTYXOJIM C YYeTOM HEeWpOBU3YaIU3aIIMOHHBIX U KIMHU-
yeckux Kputepues. CoriacHO OOHOBJIIEHHBIM KPUTEPU-
aMm RANO 2.0 [17] oueHka oTBeTa Ha Tepanuil OCHO-
BBIBAETCSl HA MHTETPAIIMU TaHHBIX HEWPOBU3yaTU3alun
W KIMHUYECKUX TapaMeTpPOB C BbIJCJIEHUEM ITOJTHOTO
oTBeTa (complete response; MOJHOE OTCYTCTBUE OIMYXO-
JIN), YacTUYHOro otBeTa (partial response; yMeHbllIeHUE
pa3mepoB Gouiee yeM Ha 50 %), crabuimnzanuu 3aboieBa-
Hus (stable disease; yMeHbllleHME pa3MepOB MeHee YeM
Ha 50 % wiu poct He Goiee 25 %) 1 MporpeccupoBaHMS
(progressive disease; yBeJnueHMUe OMyX0Ju Oojiee 4eM Ha
25 %). das nenMaTpUYECKMX BBICOKO3JIOKAYECTBEH-
HBIX TJUOM IIeJIeCOO0pa3HO YYUTHIBATh PEKOMEHa-
uun RANO, Bxkiatouatomue oueHkKy MPT ronoBHoro
W CIIMHHOTO MO3ra, KJIMHUYEeCKOTO CTaryca, Tepanuu
TJIIOKOKOPTUKOCTEPOUIaMU/aHTUAHTUOTEHHBIMU TIpe-
mapataMu, a Takxe usMmeHeHuit Ha T2-BU/FLAIR
n DWI [18].

KitoueBbIM  pagnoyIoTMYECKUM TOKa3aTeaeM  SIBJIsI-
eTcsl MUHAMUKa pa3MepoB KaK KOHTpacT-HaKaruivBa-
IOIIEeT0, TaK U HEeYCWIMBAIOIIETOCS KOMIIOHEHTa OIMyXO-
JIV, U3MEPEHUE TTPOBOIUTCS 10 MPOU3BENEHUIO IBYX MaK-
CUMAaJIbHbIX MEePHEHIUKYIIPHbIX nuameTpoB Ha T1-BU
C KOHTPACTHBIM YCUJICHUWEM TIpU 00s13aTeIbHOM OlIeHKE
curHana Ha T2-BU/FLAIR. [1onoJIHUTETbHO YYUTHIBA-
I0TCS KJIIMHUYECKOE COCTOSTHME TMallMeHTa, U3MeHeHUe
JI03bl  TJIIOKOKOPTUKOCTEPOUIOB U TIOSIBJIEHUE HOBBIX
ouaroB. [IpumeHeHMe MaHHBIX KPUTEPUEB IO3BOJISIET
TOBBICUTH BOCIIPOM3BOINMOCTD OLIEHKU Y CHU3UTh PUCK
JMUArHOCTUYECKUX OIIMOOK, CBSI3aHHBIX C TICEBIOIMPO-
rpeccueii U MceBIOOTBETOM.
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JleyeHne MHMAHTUIBHBIX TIMOM TIPEACTABISIET OOJIb-
IIyI0 CJIOXHOCTb M3-3a BO3pacTa MallMeHTOB, PEIKOCTHU
MAaTOJIOTUX, BBICOKOM XMPYPIrAYECKOM CIOXHOCTU KPYII-
HBIX MOJTYIIIAPHBIX OIYXOJIei U HEOOXOMUMOCTU YUYUTHIBATh
MOJIEKYJIIpHBIIA TIpoduiib HoBooOpaszoBaHus [1, 6, 19].
OCHOBHBIM METOIOM JICUCHMSI OCTAeTCs HEWpPOXUPYpPrH-
YeCKOoe BMEIIATeIbCTBO, OMHAKO 00BEM Pe3eKIINU TOLKEH
OIPENENISAThCS ¢ YYETOM JIOKAIM3allMy OITyXOJIH, PHCKa
HEBPOJOTUYECKOro neduIlMTa M OOIINEero COCTOSTHUS
pebenka [6, 19]. JlyueBas Tepamusi y TpyIHBIX IETCi,
Kak TIpaBWIO, OrpaHWYEHa M3-3a PHUCKa MOBPEXKICHUS
Pa3BUBAIOIIETOCS MO3Ta. XMMHUOTEepamus M0 pa3anyHbIM
cxemaM, BKJIIOYasi TPOTOKOJBI IS MJIAJEHIIEB, IIPH-
MEHSJIach B psae cliydaeB, OgHAaKoO ee 3(P(PEKTUBHOCTH
npu MHOAHTUIBHON TMOJYLIApHON TJIMOME OTpaHWYeHa,
0COOCHHO MpU HaaW4yuM ApaiiBepHbIX RTK-mepecTpoek
[3, 6, 20].

VY nereit Maanaiie 3 JIeT HEPEIKO MCITOIb3YeTCs IPO-
Tokon BABY POG, paspabotaHHBIN IJIsI CUCTEMHOI
tepanuu omnyxoneir IIHC panHero Bo3pacra mpu HEBO3-
MOKHOCTH MPOBENEHUs JYYEBOU Tepanmuu. DTOT MOIXOMI
MMO3BOJISIET BPEMEHHO KOHTPOJIMPOBATH POCT OITyXOJIH
U OTCPOYUTH JIy4eBylo Tepanuio 1o 3 aet [20].

Hamra manuenTtka nonyunia 4 xypca ITXT o mpoto-
kony BABY POG 1o XM3HEHHBIM ITOKa3aHUSIM: HaJlU-
YMEe OCTATOYHOM OITYXOJIM IIOCJI€ ITOBTOPHBIX ONEpaLnid,
MPU3HAKU TIPOIOKEHHOTO POCTa OITYXOJM IO JaHHBIM
HEMpOBU3yaIU3aLUN.

C pa3BuTHEeM MOJEKYJISIPHO-TEHETUYECKOM TMarHoC-
TUKU TIOSIBUJIMCH TapreTHbIe IIpernaparbl, BO3IEICTBY-
[olMe Ha crenrupuIeckKrue OHKOTEHHBIE MEPEeCTPOMKM.
B cnyyae MHGMAHTUIBHBIX TIJIMOM 3TO IPEXIE BCETO
WHTUOUTOPBI TPOITOMUO3UH-pelenTopHbIX KnHa3 (TRK)
npu NTRK-TI03UTUBHBIX OITyXOJISIX, & TAKXKE MHTUOUTOPBI
ALK, ROS1, MET nipu COOTBETCTBYIOLIMX TTepeCTPOiTKax
[4, 21, 22]. B Hacrosiee BpeMsl HaKOIUJIEHBI IaHHBIE
o npuMmeHeHnn TRK-unruburopos y nereit ¢ NTRK-no-
3UTUBHBIMM OIYXOJISIMU, BKJTIOYAsl MIEPBUYHBIC OITYXOJIU
HHC; nns napoTpeKTUHUOA M 9HTPEKTUHMOA IMOKa3aHbI
OBICTPBIC U JJIUTEIbHBIC OTBETHI MPU MPUEMIEMOM IMPO-
¢une Oe3omacHocTu [7—10]. B coBpeMeHHBIX cepusIX
TapreTHas Tepanus MHOaHTUIBHBIX MOIYIIAPHBIX TIMOM
npu BeisgBeHUM RTK-mepecTpoeK paccMaTpUBaeTCs Kak
OHA U3 KJIIOYEBBIX JIEUEOHBIX OINIIMi, OCOOCHHO IIpU
OCTaTOYHOM, IIPOrPECCUPYIONIECH WIM TPYIHOPE3EKTa-
GenbHOM onyxoau [2, 3, 6].
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B maHHOM KJIMHMYECKOM HAOJIOIeHUN OOHApYXKEeHNE
TpaHciokauuu reHa NTRK] SBsyioch TTOKa3aHUEM IS
Ha3zHauYeHMsT TapreTHoil Tepanuu MHruoutopom TRK —
OHTPEKTUHMOOM. PekoMeHmoBaHHas1 1032 SHTPEKTHU-
HuOa U feTeid crapiie 6 MecCsilLieB PacCUMThIBACTCS Ha
wiomaas TmoBepxHocTu Tena (body surface area), mpu
3HayeHuu, paBHoM 0,43—0,50 M2, coctaBisieT 100 mMr/cyt
OTHOKPATHO. DTO COOTBETCTBYET COBPEMEHHOMY IOJIXOIY
K nedeHuo NTRK-nosutusHbIx oryxoseit IIHC y nerei,
MPU KOTOPOM MOJICKYJISIPHO-TEHETUYECKOE IMOATBEPXKIe-
HUE IpaliBEPHOM IEPECTPONKU CTAHOBUTCS OIIPEMACIISIIO-
muM (hakTopoM BeibOpa Tepanuu [4, 6—8].

OtnajleHHOe KadyeCTBO JKM3HU IIAIIMEHTOB, IIepe-
HECIIMX TOJOOHBIE OITyXOJIM, OIpeaessieTcss 00beMOM
MOpakKeHUs TOJIOBHOIO MO3Ta U arpeCCUBHOCTHIO XUPYP-
TUYECKOTO JIEUeHUsI. Y BBDKMBIINX HEPEIKO OTMEYAIOTCSI
3a7epkKKa HEHPOICUXUYECKOTO pPa3BUTHUS, MOTOPHBIE
HapYIICHUS 1 SITUICTICHS.

B npencraBreHHOM HaOJIIOAEHUN K MOMEHTY MOCJIEI-
HEro OCMOTpa COXpaHSIETCS yIOBICTBOPUTEIHHOE Kaue-
CTBO XM3HM: BOCCTAHOBWIACH JIMKBOPOAWHAMUKA TIOCIIE
LIYHTUPOBAHUsSI, OTCYTCTBYIOT I'pyOble HEBPOJOIMUECKHUE
nedUIUThI, a TapreTHas Tepamus Mo3BOJIMIa YMEHBIIUTD
pa3Mepbl OCTaTOUHOM omyxoju. Takum oOpa3oM, B JaH-
HOM CJTy4yae TOCTUTHYT YaCTUIHBII OTBET.

3akioyenne

IIpencraBneHHbIl clydaii MH(MAHTWILHON ITOJTyIIAp-
HOI TJIMOMBI ¢ TpaHcnoKanueii reHa NTRK 1, BbISIBIeHHOM
MpeHaTaabHO, JEMOHCTPUPYET BO3MOXKHOCTH COBPEMEH-
HOI MEIWIIMHBI B paHHE! TMarHOCTUKE 1 TAPTETHOM Jieue-
Huwm onyxoneit LIHC y geteit panHero Bo3pacta. Y nauueH-
TOB MJIAMIIIIETO BO3pacTa MpPH BBISIBICHUU MHMOAHTUIBHOMN
MOJIyIIIAPHOM TJIMOMBI ¢ TpaHciaoKauueit reHa NTRK 1 tap-
TeTHasl Teparusi MOXET pacCMaTpUBAThCS MYJIBTUAMCIIV-
TUIMHAPHBIM KOHCWJIMYMOM KaK paHHSIS TepareBTuIecKast
OIMLMSI, OCOOEHHO IIPU OCTAaTOUHOM, Iporpeccupyrolein
WIH TPYAHOPE3eKTa0eIbHOM OMyXOJIH, a TAaKXKe TIPU BBICO-
KHX PUCKax MOBTOPHOI'O XUPYPTAYECKOTO BMEIIaTeIbCTBA
WIM OTrpaHUYeHHON HS(MGEKTUBHOCTU XUMUOTEparuu
[6—10]. JaHHOE KIMHIYECKOe HAOJII0AeHIE TTOTYEPKMBAET
HEOOXOMMMOCTh HACTOPOXKEHHOCTU Bpadeii-peHTreHO-
JIOTOB TP BBISIBJICHUM aHOMAJIUI TOJJOBHOTO MO3ra ILI0-
Ja, 3HAYMMOCTh pPaHHEro MOJIEKY/ISIPHO-TEHETUIECKOTO
TECTUPOBAHUS U BaXXHOCTb MYJIBTUAUCIUIUIMHAPHOTO
MOaX0Aa IMPU BEIOOPE ONTUMAIBLHOTO JICUCHUS.
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KonrakTHble nannbie: Hzops Huronraeseuu Kacuy igrkas@gmail.com

Beeodenue. Ixcmpanespanvrvie muxconanuinsaphoie snenoumomst (MI12) kpecmyo60-konuukoeoil obracmu 16450mMcs yabmpapeoxumu
SNEHOUMANBHBIMU ONYXOAAMU C BbIPANCCHHBIM NPe00Aadanuem y 0emell, 8 MUpOBol Aumepamype OnuUcaHo He bosee 36 neduampuueckKux
cayuaes.

Mamepuaavt u memoowt. Bvinoanen pempocneKmugHwlil anaiuz S5 neduampuuecKux nauueHmog c 3sxkcmpauespanvhoil MIID,
sepughuyuposanroii ¢ HMUI] JITOU um. Imumpus Poeauesa (Mockea) 6 nepuod ¢ 2015 no 2024 ., 6ce nayuenmol — 0egouku, meduana
6o3pacma — 8,3 eoda (duanaszon — 4,9— 15,3 eooa).

Pesyavmamut. Y 4 (80 %) u3z 5 nayuenmok onyxonb umena nOOKOICHYIO KPeCMU080-KONYUKo8yo aokasuzayuro, 6 1 (20 %) cayuae —
npecaxpanvhyro. ITlepsuunas duaenocmuueckas owubka 3agurcuposana y 3 (60 %) nayuenmok, owubouHsIMU OUACHO3AMU S6ASAUCH
MSACKOMKAHHAS CAPKOMA, NPUMUMUBHAS HEUPOIKMOOEPMANbHAS ONYX0Ab/He3pends mepamoma, cemaokiemoutas sneHoumoma. Bce
5 onyxoneil mopgonoeuuecku coomeemcmeosaru MI1D WHO grade 2 ¢ dugpgpy3noii sxcnpeccueii GFAP. Moaekyaaproe npoguauposanue
Memodom mapeemnoeo npopuauposanus dxkcnpeccuu eenog (mexronoeus NanoString) evinoanerno 4 (80 %) uz 5 nayuenmok, 6o cex
cayuasx noomeepocoen duaeHos MI1D. Padukanvnas pesexyus onyxoau docmueHyma y 4 (80 %) nayuenmok, Hu y 00HOU U3 HUX He
3aguxcuposano peyuousa. Y eduncmeennoli nayuenmku ¢ R+-pezexyueii ommeuena npoepeccus 3aboneeanus. Ilpu meduane HabarooeHus
43,0 mec 6ce nayuenmku (n = 5) xcugwl.

3akarouenue. Jxcmpanespanrvivie M1 xapakmepusyomes 8blcOK0U Yacmomoul OUuaeHOCMU4ecKux owuboK u mpedyrom 0053amenbHo20
Mopghonoeuueckoeo nepecmompa 8 CReyuaIu3upo8anHom pegepenchom yenmpe. MonekyaspHo-eenemuyeckoe npohuauposaHie memooom
NanoString noomeepicdaem 0uazno3 u 0eMOHCMpupyem MoAeKyAapHoe poocmeo sxcmpanesparsivix MI1D co cnunanrvhoimu. Paduxarvhas
DPe3eKyUsl A6A1emcs KAUeabiM (haKkmopom npoeHosa. Beudy pucka nozoneeo memacmasuposanusi He00Xo0umMo noJNCU3HeHHoe Hada0eHUe
nayuenmos.
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Extraneural myxopapillary ependymomas in children: a case series and literature review

LN. Kasich', A.E. Druy’, M.A. Zaytseva', A.V. Tarakanova’, A.V. Artyomov', M.V. Demchenkova?, V.A. Filimonenkova’,
D.L. Sakur’, E.A. Salnikova', A.E. Sysoev', A.A. Merishavyan', M.M. Koldasheva', V.A. Degtyarev’, A.N. Flegontov',
D.A. Emelyanova’, G.A. Novichkova', N.S. Grachev', A.1. Karachunskiy', L.1. Papusha’
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1 Samory Mashela St., Moscow, 117997, Russia; *Irkutsk State Regional Children’s Clinical Hospital; 4 Gagarina Blvd., 664003, Irkutsk,
Russia; ’Republican Children’s Clinical Hospital of the Republic of Crimea; 3 General Rodionov St., 295034, Simferopol, Russia

Background. Extraneural myxopapillary ependymomas (MPE) of the sacrococcygeal region are ultra-rare ependymal tumors with a marked
pediatric predominance; no more than 36 pediatric cases have been reported in the world literature.

Materials and methods. We performed a retrospective analysis of 5 pediatric patients with extraneural M PE diagnosed at the Dmitry Rogachev
National Medical Research Center of Pediatric Hematology, Oncology and Immunology (Moscow) between 2015 and 2024. All patients were
girls, the median age at diagnosis was 8.3 years (range — 4.9—15.3 years).

Results. In 4 (80 %) of 5 patients, the tumor was located subcutaneously in the sacrococcygeal or intergluteal region; in 1 case it was presacral.
A primary diagnostic error was recorded in 3 (60 %) patients, incorrect diagnoses were soft tissue sarcoma, primitive neuroectodermal
tumor/immature teratoma, and clear cell ependymoma. All 5 tumors were morphologically consistent with MPE WHO grade 2 with diffuse
GFAP expression. Molecular profiling by targeted gene expression profiling (NanoString technology) was performed in 4 of 5 (80 %) patients
and confirmed the diagnosis of MPE in all cases. Radical resection was achieved in 4 patients (80 %); none of them developed recurrence.
The single patient with R+ resection demonstrated disease progression. At a median follow-up of 43.0 months, all 5 patients are alive.

Conclusions. Extraneural MPEs are characterized by a high rate of diagnostic errors and require mandatory histological review in a specialized
reference center. Molecular genetic profiling using NanoString technology confirms the diagnosis and demonstrates the molecular relatedness
of extraneural M PE:s to their spinal counterparts. Radical resection is the key prognostic factor. Because of the risk of late metastatic spread,
lifelong follow-up is required.

Key words: myxopapillary ependymoma, extraneural ependymoma, subcutaneous ependymoma, sacrococcygeal region; pediatrics;
rare soft-tissue tumors in children
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Novichkova G.A., Grachev N.S., Karachunskiy A.I., Papusha L.I. Extraneural myxopapillary ependymomas in children: a case series
and literature review. Russian Journal of Pediatric Hematology and Oncology. 2026;13(2):116—27.
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Bgenenue 3a MIID opmMupyeT caMOCTOSITENbHBIN MOJIEKYISIPHBII

MuxcomnanwiisipHas arieHauMoma (MI19) — orHocu-
TEJIbHO peAKasi MeIJIECHHOPACTYIIasl SNeHIUMaTbHas HEO-
TJ1a3us1, KOTOpast COCTaBiisieT 0KoJio 13 % Bcex arieHIMMOM
[1, 2]. Bmecte ¢ Tem MIID sBnsiercss Hanbosiee 4acTou
OITyXOJIbIO TEPMUHAIBHOM HUTU U KOHYCA CHUHHOTO MO3-
ra u coctaisieT 10 80 % Bcex ormyxoJielt TaHHOM JTOKaIK-
3anuu [3, 4]. [1oBblllieHNe CTeTIEHN 3710KaYeCTBEHHOCTHU
MIIB c I no II B akTyanbHOM 5-ii KJ1accudukalmy onyxo-
Jieii neHTpasibHoit HepBHOU cuctembl (LITHC) BecemupHoit
opraHuzanuu 3apaBooxpaHeHus (BO3) mpomnkroBaHO
HAKOTUIEHHBIMU NTaHHBIMU 0OJiee arpecCMBHOrO OUOJO-
TMYECKOTO TIOBEIEHUS 9TOI Heoria3uu y aereit [1, 4, 5].
IMokazaHo, 4yToO MO pe3yabTaTaM METUISLIMOHHOTO aHAIM -

KJIaCC 3MEHAUMOM, YTO UMEET KaK TMarHOCTUYECKOE, TaK
M TIPOTHOCTUYECKOe 3HaueHue [6, 7].

[TepBuunble skcTpaHeBpasibHbie MIID mpencras-
JI0T coboii KpaliHe pedkuii BapuaHT 3a00JeBaHus,
BrnepBble onucanHbiii F. Mallory B 1902 . Haubosnee
YacTOW JIOKATU3aUUeN SIBISIOTCS MSITKUE TKaHU KpPecT-
1I0BO-KOITYMKOBO# 00sacTu [8, 9]. B cBs3u ¢ peakocThio
JAHHOW TMAaTOJOTUU OOJBIIMHCTBO OIMYyOJIUKOBAHHBIX
COOOIIIEHUI OTrpaHUYMBAIOTCS HEOOJBIIMMU CEPUIMU
HaOIOIEHU U OTAECIbHBIMUA KJIMHAYECKUMU CIYYasiMU.
ITpuHUIMNMATBHON OCOOEHHOCTBIO 3IKCTPAHEBPATBHBIX
MIID no cpaBHEHMIO CO CTMHAJILHBIMU SIBJISIETCS OoJiee
yactas BCTpeYyaeMocCTh B AeTcKoM Bo3pacte [§8, 10, 11].
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Tak, Hanmpumep, coriacHo ucciegoBanuio P.J. Cimino
et al., B KOTOpOM OBbUI MpPOBEAECH PETPOCICKTUBHBIA
a”Hamu3 49 nmaumeHntoB ¢ MIID (11 mammeHTOB Mjamiie
18 ner), y 7 (64 %) nmeteil oIyxoiib UMeJia 9KCTpaMeIyI-
JISIPHYIO JIOKQJIM3ALIMIO, B TO BpeMsl Kak Jiuiiby 2 (5 %) us
38 B3poCHBIX Obla BbISIBIIEHA dKCTpaHeBpaiabHasg MI1D
[10]. DkcrpaakcuanbHbie MITD Hepeako ommboYHO pac-
LICHUBAIOTCS KaK TJIOHUAAJIbHAS KHUCTAa, CAKPOKOKIIM-
reajbHasi TepaToMa, JIMIIOMa WJIX HelpOreHHasl OIyXOJib,
YTO 00YCJIOBIMBAET OTCPOYKY B [IOCTAHOBKE ITPABUJILHOIO
nuarHo3sa [8, 12, 13].

Ilenbio HacTOsMmIEH PAOOTHI SIBJISICTCSI OMMCAaHUE TIEp-
BOM B OTEUYECTBEHHOM JUTEpaType Cepur meauarpuye-
CKMX KJIMHMYECKUX CJIy4YaeB 3KCTpaHeBpalbHbBIX MIID
KPECTIIOBO-KOMYMKOBOI 0bjacT (1 = 5) ¢ aHAIUM30M
KIMHUYECKUX, MOP(OIOrMYECKUX, MOJIEKYISIPHO-TeHE-
TUYECKUX U TEepPalleBTUYECKUX OCOOECHHOCTEM, a TaKXe
0030p JaHHBIX JUTEPATypPhbl 00 3KCTpaHeBpaIbHBIX MITD
y JeTeil U oIpeneieHue ajJropuTMa IO0JTOCPOYHOIrO
KaTaMHECTUYECKOIro HaOJIIOACHHSI.

MatepuaJjsl 1 METOIbI

Juzaiin uccaedosanus

[IpoBeneH peTpOCHEKTUBHBIN aHAIU3 MEIUIIMHCKUX
3aMuceil malueHToOB ¢ dKCTpaHeBpaabHolt MIID kpecTt-
1IOBO-KOITYMKOBOM 00JIACTH, TMCTOJOTMYECKU Bepudu-
LIMPOBAaHHOI B TMATOJIOTOAHATOMUYECKOM OTHCICHUM
HMMWIL ATOUN um. HOmutpuss PoraueBa (MockBa) 3a
nepuof ¢ 2015 mo 2024 r. Kpurepuu BKIIOYEHUS MMallv-
€HTOB B HCCJeAOBaHME: BO3pacT A0 18 JeT Ha MOMEHT
JIIMArHOCTUKU, TUCTOJIOTUYECKU TTOATBepKAeHHass MI1D,
9KCTpaHeBpaIbHasl IOKATU3AIUS OITYXOJIH.

Coop dannbix

bru1 mpoBemeH aHaIM3 CIEAYIONIMX I1apaMeTPOB:
nemorpauyeckne XapaKTepUCTUKM (T10JI, BO3pacT),
KJIMHUYEeCKas] KapTWHA, JIOKaIu3alMs OIyXOJu, HaH-
HbI€ aHATOMUYECKON BU3yaau3aluy (BKJIOYAs MYJBTH-
CIUpalibHyI0 KOMITbIOTepHYI0 Tomorpaduio (MCKT)
U MarHUTHO-pe30HaHCHylo Tomorpaduio (MPT)),
MaHHBIE THUCTOJIOTMYECKOTO M HWMMYHOTHMCTOXUMUYE-
ckoro (MI'X) uccnemoBaHmii (BKIOYask MUTOTUYECKYIO
aKTUBHOCTH U NponudepaTuBHbIi nHIeKC Ki-67), 00beM
MMPOBEICHHOI'O XUPYPIrMUECKOro JeUYeHUs (C 3TOU 1IeJIblo
HCIIONIb30BaNach cieaytomasa crpatudukauus: RO —
paguKajbHas oTriepalys 1o JaHHBIM BU3yaau3anuu, R+ —
MaKpOCKOITMYECKM OCTaTOYHAs OITyXOJib), IIPOBEICHUE
aJ’bIOBAaHTHOI Tepanuu, 0eccoObITUIHAS BEIXKMBAEMOCTb,
HaJIMYMe MPOrpeccUpoBaHUs 3a00JeBaHUsI, BUTAIbHBIN
CTaTyC MallMEHTOB Ha MOMEHT ITOC/IEIHEr0 HAOII0ICHUSI.
Craryc namuenTos oueHeH 01.03.2026.

Moaexyaapno-eenemuueckoe uccaedosanue

HccnenoBanue, HampaBJIeHHOE Ha YCTaHOBJIECHHE
MOJIEKYISIPHOM MOATPYIIIbLI 3IEHAUMOMbI, OBLIO BBITOJI-
HEHO 4 13 5 MallMeHTOB, Y KOTOPBIX U3 TMCTOJIOrMYECKOTO
Matepuaia 6suta BeigeneHa PHK, npurognas mist mpoBe-
neHus aHanusa. [IpuHanIekHOCTh K OMHOI M3 MOJIEKY-
JISIPHBIX TIOATPYIII, 3aKPEIVICHHBIX B aKTyaJIbHOU KJac-
cupuxkauum omnyxoneit LIHC BO3, mpousBommmack Ha
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OCHOBAaHMM TapreTHOro MNpoGUINPOBAHUS 3KCIPECCUU
TEeHOB C MCIMOJIb30BAaHMEM OPUTMHAJbHOI MaHelIu, pas3-
paboTaHHOI B 1a0OPATOPUN MOJEKYISIPHOM OHKOJOTUM
HMMUWIL AT'OU um. Imutpus Porauesa. KoanuecrBeH-
Has oreHka mpencraBieHHocty MPHK TpanckpunToB
BBITIOJIHSIJIACh METOAOM MOJICKYJISIPHBIX INTPUX-KOIOB
nCounter NanoString (CILLIA).

Pe3syabraTsi

Jlemoecpaghuneckue u Kaunuueckue 0aHHole

B ananm3 011 BKITIOYEHBI 5 MAallMEeHTOB (BCE — AEBOY-
KM) ¢ 3KcTpaHeBpanbHOil MITD KpecTiioBO-KOIMUMKOBOM
obJjacTy. MearaHa Bo3pacTta Ha MOMEHT IIOCTAaHOBKU IMa-
rHo3a coctasuia 8,3 roma (muama3oH — 4,9—15,3 roga).
Ilepuon mocrtaHoBku auarHoza — c¢ 2015 mo 2024 t
JeTanbHash KIMHUYECKAsl XapaKTepUCTUKA IIpeACcTaBIeHa
B TaoI. 1.

Y 4 (80 %) u3 5 manMeHTOK OMyXOJb JIOKATU30-
BajlaCh IIOJAKOXHO B KPECTLIOBO-KOIMYMKOBON WU
MexXbsaroguyHoi obmactu (puc. 1). B 1 (20 %) cay-
yae oOpa3oBaHMUe ObLIO PaCMHOJIOXKEHO IpecakpaabHO
B IIOJIOCTY MaJIOTO Ta3a, JOCTUIaI0 TUMTAHTCKUX Pa3MepPOB
(9,1x8,5x11,6cMm, pacyeTHbIil 00beM —466,6 CM>) 1 BbI3bI-
BaJIO 3amopbl, OOJM B XKMBOTe M AeopMalldio MpsIMOit
xuiku (puc. la, 6). MPT LIHC BeInosiHeHa BceM maiu-
eHTKaM. Bo Bcex ciydasix ¢ MOJKOXKHON JIOKalIu3aluei
ObUIO BepU(ULIMPOBAHO OTCYTCTBME MHTPACITUHAJIBHOIO
pacrpocTpaHeHMs] 1 MHBAa3UU B KOCTHbIE CTPYKTYpbl. Hu
y O[HOI MAalMEHTKX HAa MOMEHT AMArHOCTUKU HE ObLIO
BBISIBJICHO OTAAJIEHHBIX METACTa308B.

XapakTepHO#l KIMHUYECKOM KapTruHoii B 4 (80 %) u3
5 cnyyaeB SIBISIIOCH 0€300J1e3HEHHOE MeIJIEHHOPACTYIIEee
MOAKOXHOEe 0Opa3oBaHue B 00JaCTH KPECTLa, KOMUMKa
WIA MEXbSITOIMYHOM CKJIaaKu. BaXHO OTMETUTH, 4TO
B 3 M3 5 cayyaeB 10 HaIlpaBeHUs B MAaTOJIOTOAHATOMMU-
yeckoe otaenenne HMUL JITOU um. JImutpus Pora-
yeBa ObUIM OINMOOYHO YCTAHOBJIECHBI ajbTepHATUBHbIC
MUarHo3bl (MSTKOTKaHHAs CapKoMa, CBETJIOKJIETOYHAS
SNEHAMMOMA, IPUMUTHUBHASI HEHPOIKTOIEPMAalIbHAS
omyxoJib (ITHBO0)/He3penas TepaToma), 4TO 00yCIOBUIO
OTCPOUKY BepUUKaIIUM JMarHO3a.

Tucmonocuneckue u ummynozucmoxumuveckue xapax-
mepucmuxu

Bce 5 omnyxoneit 6butn BepudumpoBaHbl Kak MI139,
WHO grade 2 B cOOTBETCTBMU C KJIacCU(pUKALIMEH OITyX0-
neit IHC BO3 2021 r. XapakTepHBIMU TUCTOJIOTUYECK~
MM IaTTEpHAMU BO BCEX CJIydasix ObUIM II€PUBACKYJISIP-
HbIE IICEBIOPO3ETKHU, YACTO C JEIO3ULMEI MUKCOMIHOIO
MaTrepuaia BOKPYT IIPOCBEeTa COCcyla WM CBOOOIHO Cpeau
KJIETOK OIIyXOJId, IICeBOONANMUIIPHbIE M/WIud Tpabe-
KYJISIDHBIE CTPYKTYPbl, I'MAJIMHO3 COCYIUCTOM CTEHKMU;
BBIPAXXEHHOCTh U PACIIPOCTPAHEHHOCTh 3TUX MPU3HAKOB
BapbupoBaja OT ciaydas K ciaydaio (puc. 2). ITompo0-
Hble THCTOJIOTMYECKHE XapaKTEPUCTUKU IIPEICTaBICHbI
B Taba. 2. MwuroTuyeckass aKTMBHOCTh HaXOAWIACh
B nmuamnasoHe oT 0 mo 8 ¢uryp Ha 10 moneit 3peHuUs mpu
yBeaudeHur mukpockona 400 x (10 HPF — 3,2 mm?).
B 2 caygasx (Noe 3 u No 5) oHa Oblna paclieHEeHa Kak

Knuunyeckue Habnwopenus // Clinical cases




Knuunyeckue Habnwopenus // Clinical cases

) POCCUIACKII YKYPHATT

POAOr [ETCKOM FTEMATONOIWN w OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology

2’2026

TOMNVOL. 13

Tadmma 1. Kaunuueckas xapakmepucmuxa nayuenmox ¢ sxkcmpanegparvhoi MI15

Table 1. Clinical characteristics of patients with extraneural myxopapillary ependymomas (MPE)

Bospacr,

R Jlokamm3anust JlaHHbIe BU3yaIM3AIAN
Location Imaging findings
Age, years
[MonkoxHo
u K Y3U: runosxoreHHOE 006pa3o-
KpeCTL0BO-
BaHue 32 MM
KOMMKOBAA MPT: unTpacnuHagIbHOTO
Ne 1 15,3 0061acTh §
pacrpocTpaHeHUsT HET
Subcutaneous, . .
sacrococeveeal US: hypoechoic lesion 32 mm
ccye MRI: no intraspinal extension
region
Y3U/KT/MPT: ruranrckoe
0bpa3zoBaHUE MaJIOro Tasa
C KOMITpecCcrei MpsiIMO KU~
TIpecakpaibHO,
. KU, BOBJIEUEHHE KOTTUYMKA
Ne 2 6,4 MaJiblii Ta3
. US/computed tomography/
Presacral, pelvis . . f
MRI: giant pelvic mass with
rectal compression, coccyx
involvement
MPT: noaxkoxxHoe obpaso-
[MonkoxHo, BaHMe, MHTPACITMHAILHOTO
KOIMYUKOBast pacrpocTpaHeHUsT U MHBA3UK
Ne 3 8,3 00J1acTh B KOCTH HET
Subcutaneous, MRI: subcutaneous lesion, no
coccygeal region intraspinal extension and bone
invasion
IMoakoxHo, MPT: noakoxHoe o6pa3oBa-
KpECTI0BO- HHE KPECTIIOBO-KOITYNKOBOM
KOITYUKOBAst 00J1aCTH, MHTPACTTUHAILHOTO
Ne 4 11,3 obJsiacth pacrpocTpaHeHUs HET
Subcutaneous, MRI: subcutaneous
sacrococcygeal sacrococcygeal lesion, no
region intraspinal extension
TTonkoxHO
MC)K'If;FOZ[I/I‘{I-;aH Y3U: obpazoBaHue
CKJIafKa/KOoIm4u 21 x 15 x 21 w1
MPT: MsIrKOTKaHHOE 00pa30-
Ne 5 49 KOBast 00J1acTh
Subcutaneous, parme ColSCod
intergluteal folz;/ URE TS 105 A
'8 . MRI: soft tissue lesion Co [—Co3
coccygeal region

Ha6mone- | Peuunns/ S Y——
Jleyenue HHe, Mec | mporpeccHst s
Treatment Follow-up, Recurren'ce/ Vital status
months gression
Kuga, 6e3
MPU3HAKOB
Xupyprus (RO) 1205 Her 3a00JIeBaHUS
Surgery (R0) ’ No Alive,
no evidence
of disease
XT (LD x 1) — ouoncus
— XT (IPE x 4) — cra-
OUIM3ALINS — XUPYPIUs
(R+) — XT (I2 Vad x 1)
— miporpeccust — XT TIporpec-
(Topo/Carbo x 3) — cra- st Kuga, cra-
OUIU3aLNST — XUPYPTUST (4,8 Mec) Oovm3aius
(R+) 100,1 Prz; ression 3a00JIeBaHUSI
CT (CFx 1) — biopsy g( 0 Alive, stable
— CT (IPE % 4) — ’ disease
DN months)
stabilization — surgery
(R+) > CT (12 Vad x 1) —
progression — CT (Topo/
Carbo % 3) — stabilization
— surgery (R+)
Kuga, 6e3
TPU3HAKOB
Xupyprus (R0) 43.0 Her 3a00JIeBaHUS
Surgery (R0) > No Alive,
no evidence
of disease
Kuga, 6e3
MPU3HAKOB
Xupyprus (R0O) 24.0 Her 3a00JIeBaH U
Surgery (R0) > No Alive,
no evidence
of disease
Kuga, 6e3
MPU3HAKOB
Xupyprus (R0O) 1355 Her 3a00J1eBaH U
Surgery (R0) > No Alive,
no evidence
of disease

TIpumevanune. Y31 — yaompaseykosoe uccaedosanue; KT — komnsromepnas momoepagus; XT — xumuomepanus; LI® — yuxarogocghamud; IPE — smonosud/uyucniamun/ugoc-
pamud; 12Vad — ughocpamud/sunipucmun/dokcopyouyun; Topo/Carbo — monomexan/xapoonsamun.

Note. US — ultrasound; MRI — magnetic resonance imaging; CT — chemotherapy; RO — radical resection (no residual tumor on imaging); R+ — presence of residual tumor tissue;
CF — cyclophosphamide; IPE — etoposide/cisplatin/ifosfamide; 12Vad — ifosfamide/vincristine/doxorubicin; Topo/Carbo — topotecan/carboplatin.

noBbilieHHas. Haubosiee HeOIaronpusTHbIe XapakTe-
PUCTUKM OTMEUEHBI Y MalMeHTKH No 5. MUTOTHYEcKast
aktuBHOCTh 5—8/10 HPF ¢ Hanuuuem matojiormyeckux
duryp u Ki-67 ouaroso m0 20 %. Hu B ogHOM cityyae He
00HapyXKEeHO 0YaroB HEKpo3a. DKCIIpeccus MapKepa IJI-
anbHoM guddepeHpoBkr GFAP nabaonanachk Bo Bcex
cllydasix — MpU3HaK, NO3BOSIOIMNK OoTaAnuYuTh MIID ot
JIpYTUX OoMyxoJieit naHHoi Jokanuzauuu [10, 14, 15].

Moaekyasapno-eenemuueckas eepugpuxauus

Bo Bcex mpoaHanu3upoBaHHBIX ciydasx (4 u3 5 mauu-
€HTOK) IPOdUIb 3KCIIPECCUU T€HOB OITyXOJIEBO TKaHU
MOJTHOCTBhIO COOTBETCTBOBAJ KaTErOpUU <«MUKCOMAIMI-
JISIpHasi aneHauMoMa cliuHHoro Mo3ra» (SP-MPE) u 6b11
HEOTJIMYMM OT COOTBETCTBYIOIIMX OITyXOJIeil CITMHAIbHOMI
JIOKQJIM3alUM, YTO TOATBEPANIIO TIMAIbHOE ITPOMCXOXK-
JIEHEe OMyXOJIeil M WX MOJIEKYJIIPDHOE POJICTBO CO CIIU-

HanbHbIMU MITD. JlaHHBII pe3yabTaTr coracyeTcs ¢ eIuH-
CTBEHHBIM paHee OIMCAaHHBIM CJyJ4aeM MOJIEKYISIPHOTO
npoUIMpoBaHUsT IKCTpaHeBpaibHOit MIID y pebeHka,
B KOTOPOM OITYXOJIb TAKXKE KJIaCTepH30BaIach B KATETOPUIO
MIID no npopumo metunupoBanus JHK [14].

Jeuenue u ucxoo

BceM manpeHTKaM BBIMOJIHEHO XMPYPrUYECKoe Jieye-
Hue, B 4 (80 %) u3 5 cinyvaeB gocturHyta RO-pesexiusi.
HeBo3moxHocTh noctrkeHust RO-pe3ekiiuy y nalueHT-
K1 Ne 2, HeCMOTpS1 Ha IIOBTOPHBIE OIlepaTUBHbBIE BMEIa-
TEJIbCTBA, ObLIa OOYCJIOBJIEHA TMTAHTCKUMU pa3MepaMu
MpecakpajbHOI OIYyXOJIM C €€ MHTUMHBIM IpUJIeXKaHUEM
K TIPSIMOI KUIIIKE, Ta30BbIM CTEHKAM M KPECTLIOBO-TIOM -
B3/IOLITHOMY COYJICHEHUIO.

XT mpoBoauiach TOJbKO TanueHTKe No 2 B CBSI3U
C OIIMOOYHBIM IEPBUYHBIM TMCTOJOTUYECKMM JIMArHO-
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Puc. 1. MPT nayuenmok ¢ sxcmpanespanrvhoimu MI13D: a, 6 — cayuaii No 2 (T2-636eutenroe uzobpasxcenue): akcuanvras (a) u cacummanvuas (6) npo-
eKyul, Onyxonb 3an0AHIem NOAOCHb MAA020 MA3d, KOMAPUMUPYEM NPAMYIO KUWKY, MECHO NPUAEHCUM K KONHUKY 03 808AeHeHUs KOCHHbIX CIPYKMYD
U UHMPACAUHANBHOR0 PACRPOCMPAHeHUs; 8, 2 — cayuail No 3 — T2-g36euenHoe uzobpaxcenue: axcuanrvias npoexuyus (8), T1-636ewennoe uzobpaxcerue
¢ KOHMPACMHbIM YCUACHUEM, CAZUMMANbHAS NPOeKyus (2), Heboabuioe 2UNePUHMEHCUBHOe NOOKO0JCHOe 00pa308aHue KOnYUKogoi obaacmu, Oe3
UHMPACRUHANbHO20 PACnpocmpaHnerust; 0, e — cayyaii No 5 (T2-36ewenHoe uzobpaxcenue): akcuanvhas (0) u cazummanvras (e) npoekuyuu, oopazosanue
6 MedNCsA200UHHOU CKAA0Ke, npuaexcaujee K KOn4uky, 6e3 npU3HaKoe UHMpAacnUHAAbHO20 PACHPOCMPAHEHUs!

Fig. 1. MRI of patients with extraneural MPE: a, 6 — case No. 2 (T2-weighted image): axial (a) and sagittal (6) projection, the tumor fills the pelvic cavity,
compresses the rectum, closely adheres to the coccyx without bone involvement or intraspinal extension; 6, ¢ — case No. 3: T2-weighted image, axial (8),
T1-weighted image post-contrast, sagittal (¢), small hyperintense subcutaneous lesion of the coccygeal region, without intraspinal extension, 0, e — case No. 5
(T2-weighted image): axial (0) and sagittal (e), lesion in the intergluteal fold adjacent to the coccyx, without signs of intraspinal extension

Ta6muna 2. [ucmonoeuueckas u UI'X-xapaxmepucmuiu onyxoaeti

Table 2. Histological and immunohistochemical characteristics of tumors

Cuyuaii Tucronornyeckas KapTuHa
Case Histological findings

No 1

Ne 2

Ne 4

Ne 5

TManuanspHbIi NaTTEPH ¢ MYLIMHOIIOIOOHOI CTPOMOIA,
COJIMIHBIE 30HBI C MUKPOKUCTAMM, THATMHU3UPOBAHHBIE
cocybl
Papillary pattern with mucin-like stroma, solid areas with
microcysts, hyalinized vessels

TpabGeKynsapHbIiA ¥ 04aroBblii MaNUUISIPHBINA ATTEPH,
PO3ETKOIOI0OHBIE CTPYKTYPhI, MUKCOUIHBIE YIACTKH,
TMAJIMHU3MPOBAHHBIE COCY/IbI, 03UHOMDMIbHBIE TI00YITbI,
MUKPOKAJTBIINHATHI
Trabecular and focal papillary pattern, rosette-like structures,
myxoid areas, hyalinized vessels; eosinophilic globules,
microcalcifications

TTepuBacKy/sipHbIe MCEBAOPO3ETKHU, (HUOPUILISPHBII
MaTpPUKC C MUKPOKHCTaMH, TOHKast pUOpo3Hast Karcyna,
TMATMHU3UPOBAHHBIE COCY/IbI
Perivascular pseudorosettes, fibrillary matrix with microcysts,
thin fibrous capsule, hyalinized vessels

TManmuuisipHbIe CTPYKTYPBI U TIOJIOCTH C MYITUHOM, KOPOT-
Kue Tpabekysibl, huOpo3Has KarcyJia
Papillary structures and mucin-filled cavities, short
trabeculae, fibrous capsule

JlobyaTo-nanuuIsipHOE CTPOSHUE BHICOKO# KIIETOUHO-
CTH, TIEPUBACKYJISIPHBIC PO3ETKU, KPOBOU3JIUSHUS, Te-
MOCHJIEpUH, THAIMHO3, TUCKOTE€3UBHBIE KJIETKH, (hOKYCHI
MUKCOMATO3a, (hparMeHT XPSIIEeBOI TKAHU KOTIMKA
Lobular-papillary architecture with high cellularity, perivascular
rosettes, hemorrhages, hemosiderin, hyalinosis, discohesive cells,
Jfoci of myxomatosis, fragment of coccygeal cartilage

NTI'X-n03uTHBHOCTH

IHC positivity

GFAP (Totanb-
Hasi/total), S100,

Vimentin; ¢hokab-

Ho/focal: PanCK

GFAP, NSE;
doxanbHo/focal
dot-like: EMA;
oxanbHO/focal:

PanCK

GFAP, S100

GFAP (1muddys-
Hasi/diffuse), S100
(b dysHas/

diffuse); boxanbHO:

CK7

GFAP (muddys-
Hast/diffuse), S100,
CD99, Vimentin;
doxanbHO/focal:
PanCK; INI1

WNTI'X-HeraTuBHOCTb
IHC negativity

Muro3bi/10 HPF
Mitoses/10 HPF
EMA, SALL4, AFP,

Chromogranin A, 0
Synaptophysin, NF

SALL4, AFP, CD30,
PR, Synaptophysin, <1
Chromogranin A

NF, Chromogranin A,
CD34 (xj1eTKH OIyX0-

i/ tumor cells), EMA, 4 (monieey

Synaptophysin, SMA, elevated)
NSE, PanCK

EMA, PanCK, SALLA,

Oct3/4, AFP, SATB2, |

CK20, CK5/6,
Mammoglobin, GATA3

EMA, Synaptophysin, 5—8 (roBsbiilieHa,

ERG, Chromogranin A, mnaToJ0ruyecKue
CK19, CD30, SALL4, dopwmbl/elevated,
Oct3/4, AFP atypical figures)

Ho/up to
10 %

3—4%

Ho/up to
10 %

Hert
JTAHHBIX
Data not
available

10 %
(oyaru
no/focal
up to
15-20 %)

Note. HPF — high-power fields (x 400).
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Puc. 2. Mukponpenapamor nayuenmok: a, 6 — cayuaii Ne 1: nanuaaapHolii nammepH, MyuuHono00OHaAsk CMpPomMa, OKPACKA 2eMAmMOKCUNUHOM U F03UHOM,
x 200 (a), momanwuas sxcnpeccust onyxonegvimu kaemxamu, UI'X ¢ GFAP (6); 6, e — cayuaii No 3: nepugackyaspoie nces0opo3emiiu, OKpacKa eeMamox -
cununom u 303urom, x 200 (8), duggysras nozumusHocms, nepusackyasapusie cmpykmypot, HI'X ¢ GFAP (2); 0, e — cayuaii No 5: ébicokas kaemouHocms,
namonoeu4eckue Qhueypbl MUMO03a, OKPacka 2eMamokcutuHom u 303urom, x 200 (0), evipaxcerntas ouggysnas nozumuerocms, UI'X ¢ GFAP (e)

Fig. 2. Histological slides of patients: a, 6 — case No. I: papillary pattern, mucin-like stroma, hematoxylin-eosin, x 200 (a), total expression by tumor cells,
IHC for GFAP (6), 6, ¢ — case No. 3: perivascular pseudorosettes, hematoxylin-eosin, x 200 (8), diffuse positivity, perivascular structures, IHC for GFAP (2);
d, e — case No. 5: high cellularity, atypical mitotic figures, hematoxylin-eosin, x 200 (0), marked diffuse positivity, IHC for GFAP (e)

3oM (ITHDO/He3pemas TepaTtoma). J1o 1 Iociie YaCTUIHO-
To yIajJeHUsl OMyXOJM MalMeHTKa IMOoayJyuia HeCKOJIbKO
JIMHUA TIOJIMXMMHOTEpanun, Bkiodas 1 6gok ¢ LD,
4 onmoka 1o cxeme IPE, 1 610k o cxeme 12Vad, 3 6;10ka mo
cxeme Topo/Carbo, KkoTopasi TO3BOJIMIIA JIUIIb BPEMEHHO
cTabuIM3MupoBaTh 3a00JIeBaHNUe 0€3 TOCTUXKEHUSI CTOMKO-
ro perpecca omyxonu (cM. Taba. 1). IMocie mepecMoTpa
TMCTOJIOTUYECKOTO MaTepraia B pedepeHCHOM IIeHTpe

HMWI AT'OU um. Amutpus Porauesa nuarHossl [THDO
M HE3peJIoil TepaTOMbl ObLIM UCKIIOUEHBI, BEpUPULINPO-
BaHa MIID, B cBsa3U ¢ yeM ganbHeliee nposeaeHue XT
Mpu3HaHO HelejecooOpa3HbiM. TlalMeHTKe BBIMOJIHEHBI
2 TIOBTOPHBIE OIEepaluy B LIEJIX PeAyKIIMU oObeMa OIy-
XOJIA, TI0 JaHHBIM ITIOCJICOTNEPAllMOHHON BU3yaau3alluu
JOCTUTHYTO COKpallleH1e pa3MepoB orryxojiu Ha 80 %.
JlydeBas Teparnus He MPOBOAMIACH HU B OJHOM CJIyJae.
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IIpu menmane HaOmogeHust 43,0 Mec (Iuama3oH —
13,5—120,5 mec) Bce 5 maumeHTOK XKuBbI. M3 4 maumeHTOK
¢ RO-pesexuuneit Hu y omHOM He 3a(UMKCUPOBAHO PELIM-
nuBa 3a0oieBaHMsI. MaKCUMaIbHbBII CPOK HAOJIONEeHUS
cocraBma 120,5 mec (6onee 10 net, manueHtka Ne 1) 6e3
MPU3HAKOB peuuanBa. EAMHCTBEHHBIN cllydyail Tiporpec-
cum 3adukcupoBaH y namueHTKH Ne 2 (R+-pesexiims),
Ha MOMEHT IocienHero HaomoaeHus (100,1 mec) — cra-
OuJIbHAsl KapTHUHA 3a00JIeBaHUsI.

Bce mamueHTKHM HaxomsdTcs IIOA  IWHAMHUYECKUM
HaOJIoIeHUEM MO cienyolieMy mpotokoiay: MPT 30HbI
oIepalluy 1 BCEro Heilpoakcuca ¢ KOHTPACTHBIM YCHIIe-
uuem, MCKT opraHoB rpynHoii KIe€TKU ¢ KOHTPACTHBIM
ycuiaeHueM u Y3U opraHoB OPIONIHOM MOJOCTA — KaxK-
nple 3 Mec Ha 1-M romy HaOdOACHUS, Kaxkable 4 Mec Ha
2-M rofy, Kaxasle 6 Mec Ha 3—4-M roay u Kaxable 12 mec
HauyMHas ¢ 5-T0 roja HaOIOeHUSI.

OO0cyxaeHue

DKkcrpaHeBpalbHble MIID  mpencraBiasiioT  coOoit
KpaliHe pelKue OImyXxoyu, BriepBbie onmrcanHbie F. Mallory
B 1902 . [9]. B cBsI3U ¢ peaKOCTbIO JaHHOI HO30J0TUM
OOIBIIMHCTBO OMYOJIMKOBAHHBIX HAOJIIOAEHUI TIpeICTaB-
JICHBI B BUJIE€ HEOOJIBIINX CEPUIl U OTIEIbHBIX KIMHUYEC-
ckux ciaydaeB. [lo maHHBIM cucTeMaTHMYecKOro ob3opa
Lo Piccolo et al. (2025), Ha ceromHsIIHUN IeHb OIyOIM-
KoBaHO 47 pa0oT, TMOCBAIIEHHBIX MEAUATPUIECKUM DKC-
TpaHeBpaibHbIM MIID, cymMmapHO oOINMCHIBAOIIUX 36
ciydaeB [8]. OmHako OOJIBIIMHCTBO 3TUX COOOIIECHUIA
oTHOcATCs K mepuoay 1972—2006 Ir. M He comepxar
MoJIHOLIEHHOTO Mopdonornuyeckoro, UI'X- u Busyanm-
3aLIMOHHOTO KOHTPOJISI, YTO HE ITO3BOJISIET JOCTOBEPHO
MMOATBEPAUTh TUATHO3 B COOTBETCTBUM C COBPEMEHHBI-
MU KpuTepusiMmu. B cBsI3u ¢ 3TuM manbpHeMIUi aHanu3
OCHOBaH Ha mybiaukamusax mociae 2006 r, cymMMapHO
onuchiBaomux 18 meamarpuueckux mainueHToB [8, 10,
11, 14, 16—19]. Haa cepust u3 5 HabII0AeHUIA TIPEACTAB-
JISIeT o001 OIHY M3 HanboJiee KPYIMHBIX TTeAUaTPUICCKIX
KOTOPT IMallMeHTOB HapsIAy ¢ KIMHUYECKUMU CEpUSIMU
PJ. Cimino et al. (2014; n = 7), E. Schiavello et al. (2018;
n = 6) u K. Chatzopoulos et al. (2024; n = 3) [10, 11, 14].
Heobxomumo oTMETUTH, 4TO cepus, IIpeAcTaBICHHAs
E. Schiavello et al., iBisieTCSI HO30JIOTUUECKU HEOTHOPO/I -
Hoi1: 13 6 mauneHToB K MITD otHOCcwIMCh 3 ciydast, LieH-
TpaJu30BaHHBIN pedepeHC THUCTOJOTMUECKOro TUarHo3a
ObUI ITPOBEACH JUIID B 4 13 6 cllyyaeB, IPU 3TOM JMAarHO3
MIID 6b11 MOATBEPKACH TOJBKO B 2, TOrJa KaK B IPYTUX
2 ObLT BepU(ULIMPOBAH AMATHO3 «KJIaccuYecKast STIIEHIN -
mowma Il crenenu 3mokadyecTBeHHOCTH» [11].

Ilatorene3  skcTpaHeBpalbHBIX  MIID  Kkpect-
LIOBO-KOITYMKOBOM 0OJIaCTH CBSA3aH C SKTOIMUYECKUMU
SMIEHAVMAIbHBIMUA KJIETOYHBIMU T'HE3IaMU, TTPOUCXOMIS-
IIUMU 13 KOKIIMIeaJbHOTO MEIY/UIIPHOTO pyIMMEHTa
(vestigium medullare coccygeale) — ocraTka Kaynalib-
HOro KOHIIAa HEPBHOI TpyOKM, KOTOPBI OOHapyKuBa-
ercs y OOJILIIMHCTBA JeTeit 10 17 NeT U MOXKET CIYKUTh
WCTOYHUKOM HEOIlJIaCTUYECKOM TpaHchopmaiuu [8, 12].
JlaHHBIIT SMOPUONIOTUYECKUIT CyOCTpaT OOBSICHSIET TIeaU-
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aTPUYECKYIO TPEAPACIIONOXEHHOCTh K 3KCTpaHEeBpasb-
HBIM (popMam.

B pabore K. Chatzopoulos et al. ogHOMY MalMEHTY
ObUT MpoBeAeH aHanu3 npoduast MetunupoBanus JJHK
OITyXOJIM: OHa KJjacTepu3oBajach B KaTteropuio MIID
[14]. B Hameili cepun MOJEKYISIPHO-TEHETUUECKOE
ucciaegoBanue mMerogomM NanoString OBIJIO BBIITOJHEHO
4 (80 %) w3 5 MalLlMEHTOK, YTO SIBJISICTCS HAUOOJIbLICH
OITy0JIMKOBaHHOM BEIOOPKOI MOJIEKY/IIPHO-TEHETUUECKU
BepU(ULIMPOBAHHBIX 9KCTpaHeBpalbHbIX MIID y neteii.
Bo Bcex 4 cnyyasgx mpoduiib SKCIIPEeCCUU TeHOB COOTBET-
ctBoBa kareropuu SP-MPE, uto moaTBepauio 1MarHos
Ha MOJIEKYJISIPHOM YPOBHE M CBUIECTEIHCTBYET O €IMHOM
naToreHe3e 3KCTPaHEBPAJIbHBIX M CIMHaAbHbIX MITD
BHE 3aBHCHUMOCTHM OT aHATOMMYECKOI JIOKaau3aluu
OITyXOJIH.

B nHameit cepuu ciydyaeB MearaHa Bo3pacTa COCTaBH-
na 8,3 roga, nuana3oH — 4,9—15,3 roma, 4To aHAJIOTMY-
HO BO3PAacCTHOMY [IMaINa3oHy IPYIMX MeauaTpuIecKux
xoropt [8, 11, 14]. IIpumeyarenbHO, YTO BCe 5 MalMeH-
TOB B Hallleli cepund — AeBOYKU. I OLIEHKU HaHHOTO
HaOJIONeHUsT HaMU ObUT IPOBEACH aHaIu3 T'eHAEPHOTO
pacmpeneaeHus] B OMYOJIMKOBAHHBIX TeIMATPUIECKUX
cepusIX HaOMIOACHUHI 1 ONMCAHMSIX OTACIbHBIX KIIMHUYE-
CKMX cllydaeB 3KcTpaHeBpanbHbIX MITD 3a mepuon ¢ 2014
o 2025 r. CymMmMapHO 3a yKa3aHHBI BpeMEHHO Mepuo/,
B MMpPOBOI JMTepaType ommcaHo 18 memmaTpuyecKux
cly4aeB 3KCTpaHeBpanbHOil MITD, 13 KoTophIiX 7 — nMulia
MyKcKoro noyia 1 11 — 3kKeHCKOro (My»KCKOM ITOJI:>KeH-
ckuii mon — 7:11) [8, 10, 11, 14, 16—19]. C yyeToMm Hammx
JAHHBIX CyMMapHO€ COOTHOIIeHuEe cocTaBiseT 7:16
B TIOJIb3Y JIMII )KEHCKOTO T10J1a. TakiM 00pa3oMm, B OIUCaH-
HBIX TTeAMAaTPUIECKUX KOTOPTAX MOCIESTHETO NeCATUICTUS
MPOCAEXKUBACTCS TCHACHLIMS K YMEPEHHOMY IIpeooiana-
HUIO IEBOYEK, YTO KOHTPACTUPYET C O0Jiee paHHUMMU JTaH-
Heimu E.B. Helwig u J.B. Stern (My>cKoii 1o KeHCKU
o — 15:17) 1 Te3ucamu o cbaTaHCUPOBAHHOM TTOJIOBOM
pacmpeaeIeHUM B CMEIIaHHBIX TETCKO-B3POCBIX CEPHUSIX
[13]. Cnenyet, omHaKO, MOTYEPKHYTh, UTO B CUIY KpaitHe
MaJIOTO CyMMapHOIO 4YMcClia HaOJMIOAEeHUI JaHHAs TeH-
JIEHIINS HE MOXET CUMTAThCsI CTATUCTUUYECKU TTOATBEPXK-
JNIEHHOI, a MOJIOBOE IpeobIagaHie B OTICIbHBIX CEPUSIX
HEpeIKo OTpaxkaeT CIIyJ4aiiHOCTb B YCJIOBUSX YIbTpape.l-
KOW HO30JIOTUH.

B 1abn. 3 cyMMupoBaHBI KIIOUEBbIE XapaKTEPUCTUKU
OITyOJTMKOBAaHHBIX CEPUil CIIydyaeB M €IUHUYHBIX KJIMHU-
YeCKHX HaOJIOAeHUI MallMeHTOB ¢ 9KCTpaHEeBPaIbHBIMU
MIID 3a nmepuogn 2014—2025 rr., BKIIIOYasi HACTOSIIYIO
cepuio.

CpaBHUTEIbHBIN aHAJIN3 TTIOKA3BIBAET, UYTO HACTOSIIIAS
cepus 1Mo aeMorpadruyecKrM XapaKTepruCTUKaM, JIOKaJIH -
3alMU U XUPYPTUIECKON TAaKTHUKE COIOCTaBHUMa C 3apy-
O0exxHbIMU KoropTaMu. [logkoxkHast KpecTIIOBO-KOITUM-
KOBas JIOKaJM3allys, Ipeobjamaiolias B Hallleil cepuu
(80 %), COOTBETCTBYET TUIIMYHOMY PACIIOJIOXEHUIO
9KCTpaHeBpalbHbIXx MIID Bo Bcex oOIMyOJMKOBAHHBIX
koroptax. IIpu aHanuse Haieil cepuu MbI JOMOJHU-
TEJIbHO TMOMBITAINUCH OIIEHUTh BO3MOXHYIO CBSI3b MEXIY
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Taomnua 3. Ceodnas xapaxmepucmuika onyoAuKO0BAHHbIX cepull HA0NI00eHUll U KAUHUYECKUX CAYyHae8 NayueHmog ¢ sxempanespanshvimu MI13 3a nepuoo

2014—2025 2e.

Table 3. Summary characteristics of published case series and individual clinical cases of patients with extraneural MPE from 2014 to 2025

Cepus HaOmO-

o Oonvem | Ilopaxenne
a 2 " Bo3pact onepanun
YeCcKHii caydai Age Extent of
Case series/ o
individual case surgery
7,4 roma
(3 Hepenu —
PJ. Cimino 7 17 ner) RO Hert Her
etal., 2014 [10] 7.4 years No No
(3 weeks —
17 years)
M.S. Dogan Hert Her
etal,2016[16] L  J7er/years RO No No
WNuBazus Ta (1)
E. Schiavello 6* 10 (4—16) RO (2), «xomyuka (2) Yes
etal., 2018 [11] niet/years R+ (4) Coccyx ()
invasion (2)
1.G. Vetrano 1 11 mecsiuieB/ RO Her Her
etal., 2018 [17] months No No
T. Guptaet al., Her Her
2020 18] 1 9 net/years RO No No
G.W. Johnson 1 14 mecseB/ RO Her Her
etal., 2023 [19] months No No
K. Chatzopoulos 3 8 (6—11)mer/ RO (2), Hert Her
etal., 2024 [14] years R+ (1) No No
R. Lo Piccolo Hert Her
etal, 2025 [8] L  Orer/years L No No
6 net/years
g%f;"ma" s 83@9- R, Her  Ja(l)
Present series 15:3) moal R+ (D) i i (1)
years

JlokanbHbIi
penuaus/
nporpeccust
Local
recurrence/
progression

JImMTeIbHOCTh
HaOoIeHus
Follow-up
duration

OT1aaneHHblie
MeTacTasbl
Distant metastases

JlyueBas
Tepanus

No 5 net/years 7 0 0
Her
No 6 Mec/months 1 0 0
TTaxoBbie TuMba-
TUYECKHE Y3ITbI
U KPECTIIOBbIE
Mo3BoHKH (1),
napayTepuHHast
Ha (1) 12,8 rona/ 6 2 obactb
Yes (1) years u serkue (1)
Inguinal lymph
nodes & sacral
vertebrae (1); para-
uterine region &
lungs (1)
Lac 1 ron/year 1 0 0
No
Her 18 mec/
No months : v v
La S ner/years 1 0 0
No
Her 60 (6—116) 3 1 0
No mMec/months
Her
No 6 mec/months 1 0 0
43,0
P]'\fT (13,5-120,5) 5 1 0
0
mec/months

IIpumevanue. * — MI1D evisienena y 3 uz 6, cepus H030102Uu4ecKU HEOOHOPOOHA.

Note. CNS — central nervous system; * — of whom 3 out of 6 had M PE, the series is nosologically heterogeneous.

BO3pacTOM TMAllMEHTKM W aHATOMMYECKWM pPacIiojio-
JKEHMEeM TIEPBUYHOTO OdYara OITyXOJIEBOTO TOpaXKeHUs.
VYoenuteabHO BO3PACTHOUW 3aKOHOMEPHOCTU BBISIBJICHO
He OBIJIO: TIOJKOXHBIE OITyXOJIM HAOJIOaINCh B pa3and-
HBIX BO3PACTHBIX MEPUOIaX JAETCTBA — OT JOUIKOJbHOTO
JI0 TIOZIPOCTKOBOTO, TOTMAa KaK €IWHCTBEHHBIN Ipeca-
KPaJIbHBII CITy4dail He ITO3BOJISIET CIEIaTh BBIBOJ O CITeIIN-
¢duyeckoii BO3pacTHOI MpeapacrojoxkeHHOCTU. [lpu
COITIOCTABJICHUM HAIIMX JaHHBIX C OIMyOJMKOBAaHHBIMU
paHee TeIUaTPUIECKUMM CEPUSIMU 3KCTpaHEBPAJTbHOU
MIID noaxkoXHbIe U TIpecakpaibHbie/Ta30Bble BADUAHTHI
OIMCaHbBI B IIMPOKOM M TIEPEKPBIBAIOIIEMCST BO3PACTHOM
JMara3oHe, 4YTo He TO3BOJIIET paccMaTpuBaTh BO3PAcT
Kak (akTop, OoInpeiessiomuii Tornorpaguio Omyxojau
[8, 10, 11].

Yacrora RO-pesexnmii B Hacrostmeit cepum (80 %)
conoctaBuMa ¢ gaHHbiMu P. Cimino et al. (100 %), HO
CYIIIECTBEHHO TIPEBBINIACT TI0Ka3aTed WTaIbsTHCKON
cepuu AIEOP, B koTopoii ToTajnbHasi pe3eKuusi ObLia
pocturHyra aumb y 2 (33 %) u3 6 nanuenrox [10, 11].
OtcyTcTBUE PELMIUBOB U MeTacTa3zoB mocyie RO-pesek-

muit (0/4) cornmacyercs c¢ pesynsratamu P. Cimino et al.
(0/7) 110]. B ceprm K. Chatzopoulos et al. TOKaJbHBII
peuuauB ObLT 3aduKcupoBaH y 1 u3 3 maiMeHToB mocie
RO-pesexiuu [14]. B xkoropre AIEOP ¢ npeobnananueMm
CyOTOTaIbHBIX pe3eKLnii (4/6) PeLUANB C TOCIEAYIOLIUM
MEeTacTaTMYEeCKNM paclpoCcTpaHeHUeM ObLT 3aUKCHPO-
BaH y 2 (33,3 %) u3 6 naunenTos [11]. [IpumeuaTenbHO
TTOJTHOE OTCYTCTBUE JIETAIBHBIX UCXOJ0B KaK B HACTOSIIEH
cepuu, TaK M B TIOJABJISIONIEM OOJIBIIMHCTBE OIYOJIMKO-
BAHHBIX TTEANATPUUECKUX KOTOPT, YTO OTpaxkaeT B 1IEJIOM
OJIaroNpUSITHBINA TPOTHO3 dKCTpaHeBpaibHbiXx MIID mpu
noctuxkeHuu RO-pesexiyu.

OmurOKM TIEPBUYHON ITMATHOCTUKHU TIPEICTABIISIIOT
OJIHY W3 KIIOYEBBIX TPOOJIEM TIPU BKCTPaHEBPaIbHBIX
MIID. B Haueil koropre nmepBUYHas AUATHOCTUYECKAs
ommnbOKka 3adukcupoaHa y 3 (60 %) M3 5 MallMEHTOK.
OmMOOYHBIMA TUArHO3aMU OBIIM MSATKOTKAHHAsl cap-
KOMa, CBeTIoKJIeTouHas sreHauMoMa, [THDO /He3penas
TepaToma, Toraa Kak B iuTepatype MI13 yaiie ommboyHo
JMMAarHOCTUPYIOTCS KaK MWIOHUIATbHAsT KUCTa, TepaToMa
wiu aurnowma [8, 14].
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KitoueByio posb B nuddepeHIMaabHOi TUarHOCTUKE
MIIB urpaetr UI'X-uccnenosanue. Tak, nuddy3Has 3Kc-
npeccusi GFAP, BoIsiBIIeHHast BO Bcex 5 ciydasix Hallei
cepuM, SBISIETCS HAACXKHBIM MapKepoM TJIMaIbHOM
npuponasl onyxonu. ITo nanneiM K. Chatzopoulos et al.,
9KcTpaHeBpajibHble MIID xapakTepusyloTcs CUIJIbHOMI
skcnpeccueit GFAP, skcnipeccueit BumeHTuHa u CD99,
BapuabenbpHOI 3Kcrpeccueir S100, mpu stom EMA
OTCYTCTBYET WJIM TMpEACTaBIeHa eMUMHUYHBIMU TOUCYHBI-
MU peaklUMsIMU, B OTIMYME OT MHTpacMHaabHbIX MIID,
rne EMA o6b1uHo BeipaxkeHa [14]. JJaHHasg 0cOOEHHOCTh
HaOmonanach 1 B Haieit cepun — EMA Oblia HeraTuB-
HOM M MUHUMAaJIbHO (DOKaIbHOM BO Beex ciydyasx. Ciy-
yay TMarHOCTUYECKUX OIIMOOK B Hallleil KOropTe CBUIE-
TEJBCTBYIOT O HEOOXOAMMOCTH PYTUHHOTO IepecMoTpa
TUCTOJIOTUYECKUX IIPENapaToB B CIELMAIM3UPOBAHHBIX
pedepeHCHBIX LIEHTpaX.

PanukanbpHOe ynaneHre OImyXoJIH SIBISIETCS OCHOBHBIM
METOIOM JICUCHUS 1 BEAYIIIUM ITPOTHOCTUIECKUM (DaKTO-
poM aKcTpaHeBpanbHbix MIID [10, 11, 14, 20]. B Hameit
cepun RO-pesekuust Obuta mocturhyra y 4 (80 %) us
5 MalyMeHTOK, M HU B OJHOM CJy4yae C paauKaabHO yaa-
JICHHOM OITyXOJIbI0O HE OBLIO OTMEUYEHO Pa3BUTHUS PELIM-
nvBa 3a00JieBaHUs TPU CpoKax HabmomeHus ot 13,5 no
120,5 mec, Torma Kak eMMHCTBEHHBIN Clydail JIOKaJIbHOM
MPOrpeccuy MMeJl MECTO Y MAlMeHTKUA C HepaauKalb-
HO yHmaJleHHOI TmpecakpajbHOIi ormyxonblo. CorinacHo
MaHHBIM JIUTEpaTyphbl, MPU HAPYIIEHUU IIEeJOCTHOCTU
Karcyyibl MHTpAOIepallMOHHO WJIM IIPU YaCTUYHOI/CyO-
TOTAJIbHOM PE3eKIIMM YacTOoTa PELUMINBOB/IIPOrPECCUU
3a00J1eBaHNs MoOXeT mocturath 41 %, Torma Kak mocie
panuKaabHOro yaajeHus — okoso 10 % [8].

Ponb agpioBanTtHOi XT M JydyeBOM Tepanmuu IIpU
9KcTpaHeBpaJdbHbIX MIID ocraercst mpenMeToM JUCKYC-
CUM BBUIY OTCYTCTBUS MCCIEOOBAHUU U KpaliHE Majloro
yucna HabmoneHuit [8, 14]. JlyueBast Tepanust He Tpo-
BOIMJIACh HU OJHOM MallMeHTKe M3 Halleil KoropTel. Ha
CEeTOMHSIIHUN IeHb OOJBIIMHCTBO aBTOPOB PEKOMEHIY-
10T JIyYEBYIO TEPAIUIO JHUIIb IPU HepaauKaaIbHOMN pe3eK-
MY WK peruauBe 3adoneBanus [11, 12]. Tak, aydyeBas
Tepanus B 1o3e 45—54 Ip MoxXeT ObITh pacCMOTpEHa MpU
HETIOTHOM pe3eKIIUH, PELIMINBUPYIOIIEM WJIM METacTaTH -
yecKoM 3a00JIeBaHMM, OJHAKO JOoKa3aTebHas 6a3a ocra-
eTCsl OTPaHUYCHHON OTHENBbHBIMU CIyJYasiIMU M MaJIbIMU
cepusmu HabmoaeHuii [2, 21]. B padore R. Lo Piccolo
et al. moguepkuBaeTCs BBICOKMI PHUCK JIOJTOCPOUYHOIM
TOKCUYHOCTHU JIy4eBOM Tepamuu y JeTeil (HapylieHUs
GYHKIIUM SIMYHUKOB, XPOHUYECKUE ILIUCTUTHI, IMPOKTHU-
TBI), YTO SIBJIICTCS CYIIECTBEHHBIM apTyMEHTOM B MOJIb3Y
XUPYPTUUYECKOTrO Moaxona 0e3 ambIOBAaHTHOIO JICYCHUS
y nmanueHToB ¢ RO-pesekuueii [8]. Pons XT npu akcTpa-
HeBpalbHBIX MITD ocraercs HeompeaeleHHOM: B OTJIM-
yue oT cnuHadbHbIX MITD 115 akcTpaHeBpalbHBIX (hOPM
OTCYTCTBYIOT JaHHBbIC O JOKa3aHHOM OTBETE Ha IIMTO-
CTaTUYECKYI0 Tepamuio MpU IEePBUYHOM 3a00JIeBaHUU,
MMEIOIIMECST COOOIICHUSI O MPUMEHEHUU TeMO30JI0MuUIa
U JIamaTUHUOA OrpaHMYEHBI CIydasMU DPeUIMBUPYIO-
mux 1 Metacrarnyeckux MIID [8, 22]. B Haeii cepun
XT mpumeHsIach TOJBKO y MauueHTKUu No 2, 4To OBbLIO
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00YCIOBJIEHO OIIMOOYHON MTUarHOCTUKOW M paclieHUBa-
JIOCh PETPOCIIEKTUBHO KaK OHKOJOTMUYECKM HEIeIeCc00-
Opa3Hoe HazHaueHue [11, 14].

B Hameit koropte mpoaeMOHCTPUPOBAH MHTEPECHBIM
napagoKC MEXIy TMCTOJIOTMISCKUMU XapaKTepUCTUKAMU
M KJIMHUYECKMM wucxompoM. Hambosee HebGaarompusT-
Hble MOPGOJIOTUYECKIE YePThl CEPUU — MUTOTHYECKas
aktuBHOCTb 5—8/10 HPF ¢ matonornueckumu popmamu
muto3a, Ki-67 1o 20 %, BbIcOKast KJI€TOYHOCTh U JTUCKO-
Te€3UBHBIC KJIETKM — OTMEUYEHBI Y CAMOM MOJIONON Talu-
eHTKH (Ne 5, 4,9 rona). [TomoOHBIe moKa3aTe u mposude-
paTUBHOI aKTUBHOCTU MPEBBIIIAIOT YPOBHU, OIMCAHHBIE
K. Chatzopoulos et al. [14], ciemyeT OTMETUTD, YTO IS
crnuHaIbHBIX areHanumMoM Ki-67 okono 7 % accoumupo-
BaH C XyIIIUM IporHo3oM [23]. OgHako MpOrHoCTUYE-
CKO€ 3HAueHMEe BTUX IToKaszaTeseil mpu 3KCTpaHeBpasb-
HbIX MIID ocTaeTcst HeM3ydeHHBIM BBUAY KpaiiHe MaJIoro
yucina HabmoaeHuit. TeM He MeHee IpU CpoOKe HaOIIO-
nenusa 13,5 mec mocne RO-pesexkiuy y maHHO# malu-
€HTKM HeT Tmpus3HakoB peuuausa [8]. [loBwleHHast
MUTOTHYECKAasl aKTUBHOCTb HaOII0daIach M Y MallueHTKU
No 3 (4 muto3a/10 HPF), onHako mipu cpoke HabIt0aeHUS
43,0 mec mocie RO-pe3ekiiuu peryarBa TakKe HE BBISIB-
JeHo. [lonydyeHHbIEe JaHHBIE TTO3BOJISIOT MPEAIIOI0XUTh,
YTO TIOBBIIIIEHHAs MUTOTUYECKass aKTMBHOCTb, IIO BCeil
BUIMMOCTHU, HE SIBJISICTCSI CAMOCTOSITEIbHBIM TPEIUKTO-
pOM peLMauBa MpU yCJIOBUU HocTkeHus RO-pesexunu,
XOTsl JUISI OKOHYATEJbHOTO BBbIBOIA HEOOXOAuM OoJiee
JIUTUTETBbHBIN TTepUOI HAOIIONCHNS.

E1iie omHMM 3HaYMMBIM HAaOTIOACHUEM B Halllel cepuu
SIBJIIETCSI OTCYTCTBME METAcCTa3oB y BceX 5 IallMeHTOK
npu MearaHe HabmoaeHus 43,0 Mec. DTO KOHTpACTUPYET
¢ TaHHBIMM cepuH, TipeacTtabieHHoii E. Schiavello et al.,
B KOTOPO# MeTacTasbl ObLIM BhIABICHBI V 2 (33,3 %) us
6 malMeHTOB — BJIMM(aTHUECKUX y3J1aX, IETKUX U KOCTSIX —
npu MeauaHe HaomoneHus 12,8 rona [11]. Cnenyert, onHa-
KO, YYUTBIBATh, YTO UTAJIbSIHCKAs CepUsl HO30JOTMUECKU
HEOTHOPOAHA M BKJIIOYAET KaK MUKCOMNAIWIISIPHBIC, TaK
M KJTaCCUYECKME BapMaHThI STICHANMOM, a TAKXe XapaKTe-
pU3YeTCs CYIIECTBEHHO OOJIbIIICH MPOIOIKUTEIbHOCTHIO
HaOII0AEHS 110 CPaBHEHUIO C Halllel KoropToit. MHTep-
mpeTalus MCTOPUYECKUX HaOmomeHuii ciaydaes MIID
C JIETOYHBIMM MeTacTa3aMu 3aTpyJIHEHAa U3-3a OTCYTCTBUS
MOJHOIIEHHBIX Mopdonornyeckux u MI'X-onucanuii mo
HBIHEIITHUM CTaHAapTaM, IT03TOMY C (DOpMaJIbHOI TOUKHU
3peHUST HE BCEeTaa BO3MOXHO OTHO3HAYHO MOATBEPAUTH
nuarHo3 MIID B coBpeMeHHOM NOHMMaHuu |[24—26].
Bo3MOXHOCTP OTHAJEHHOTO METacTa3MpOBaHUS IIpU
cnuHajabHOM ¢dopme MIID moaTBepkaeHa COBpEeMEH-
HBIMM HaOmogeHussMU: B padote A. Fecker et al. onmucan
ciayyaili crimHanbpHoM MIID y 29-meTHeil mamueHTKA
C METacTaTUUYECKUM IMOPaXKEHUEM ITapeHXUMBI JETKUX,
TUIEBPBI U BHYTPHUCOCYIUCTBIM OITyXOJIEBBIM MOPaXKeHU -
€M JIETOUHBIX apTepuii, KIMHUYECKM MMUTUPOBABIIUM
TpoM0O0aMOO0IUIO JierouHoil aptepumn [27]. B atoit ke
paboTe aBTOpbl CYMMUPOBAIM COBpEMEHHbIE HaAOII0Ae-
HUSI 9KCTpaHEeBpalbHOTO MeTacTtazupoBaHus MIID 3a
1999—2022 rT. mpeuMyIIeCTBEHHO Y B3POCbIX MaIeH-
TOB, BKJII0Yasl MOpaxkeHue JerKux, MedyeHH, JuMdbaTu-
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YECKUX Y3J10B, TUIEBPBI, TPYIHOM CTEHKHU, LIEHKU MAaTKU
U TIapaBepTeOpalibHbIX MATKMX TKaHei [27]. B coBpe-
MEHHBIX TeIUaTPUICCKUX CEPUSIX DKCTpPaHEeBPaIbHBIX
MIID u onucaHUSIX KIMHUYECKUX CIy4daeB, 3a MCKITIO-
yeHneM utanbsgHckoit cepun AIEOP [11], oTnanenHoe
MeTtacTtasupoBanue npu MIID He BcTpevaercs [8, 10, 14,
16—19], yTo corjacyeTcsl ¢ JTaHHBIMM Halleil cepuu. Tem
He MeHee paboThl E. Schiavello et al. u A. Fecker et al.
JMIEMOHCTPUPYIOT, YTO SIMEHAMMAIbHBIC OMYXOJIU KPecT-
1LIOBO-KOITYUKOBOW 00JIaCTU TOTEHIMAJIBbHO CIIOCOOHBI
K METacTaTMYEeCKOMY pAacCIpOCTPaHEHUIO, BKIIIOYas
nerkue [11, 27], uTo TpeOyeT MIUTEIHLHOTO HAOIIOACHUS
[8, 10, 11, 14].

CraHIapTU3UPOBAHHBIX TIPOTOKOJOB HAOJIOAEHUS
npu dKcTpaHeBpadbHbiX MIID Ha cerogHAIIHUI AeHb
He cymectByeT. Ha ocHoBaHMM aHaiM3a JUTEpPaTyphl
R. Lo Piccolo et al. pekoMeHIyIOT BKJIIOYATh B TIPOTpaM-
my HabmoneHuss MPT LIHC ¢ KoHTpacTHBIM YCUJIEHUEM,
MCKT opraHoB rpyaHO KJIEeTKU. AHAJTOTMYHON TaKTUKU
npuaepxubatorcst E. Schiavello et al., B cepumn KOTOpbIX
oba ciyyass MeTacTaTUYeCKOTO pacIipoCTpaHEeHUsT ObLIU
BBISIBJICHBI MMEHHO TIPY TUIAHOBBIX KOHTPOJIBHBIX 00CIe-
noBaHusix [8, 11]. Bmecte ¢ TeM HEOOXOAMMO MPU3HATD,
yto BKItouyeHne MCKT opraHoB rpyaHoii KJIETKU B aJIr0-
PUTM KaTaMHECTUYECKOIro HaOJIIONEHUS HOCUT OUCKYC-
CUOHHBIN xapakTep. Kak ObLIO cKa3aHO BBIIIE, B MEX-
IYHAPOIHBIX TYOJMKALUSIX ITOCJIEIHEro MeCITUICTHS
U B Halllell cepuu, HECMOTPSI Ha TIPOBOAMMYIO PYTMHHO
MCKT opraHOB IpyaHOI KJIETKU B paMKaX KaTaMHECTH -
YECKOTo HaOJIIONEeHUsI, JISTOUHBIX METacTa30B HE OBLIO
BBISIBJICHO HM B OTHOM CJTy4yae C TUCTOJIOTUYECKU U MOJIe-
KyJISIpHO-TeHEeTUYeCKU BepuduimpoBanHoin MIID. Tem
He MeHee NnoHuMaHue, yto MIID nmoTeHUMAIBLHO CHO-
COOHBI K OTHAJICHHOMY METacTaTUYeCKOMY pacipocTpa-
HEHMIO, XOTh M OINKMCAHHBIC B IUTEpaType CIydau CKopee
SIBJISIIOTCS KA3yUCTUYECKMMU, IIPUBOAMT HAC K BBIBOY,
YTO BCEM MallMeHTaM C 3KCcTpaakcuanbHoit MIID mpm
MMePBUYHOM CTaAMPOBAaHMM HEOIJIACTUYECKOTIO Ipoliecca
noka3aHo TipoBeneHre MCKT opraHoB rpyaHoil KJIeTKI
C KOHTPACTHBIM YCUJICHMEM B IIEJISIX MCKIIIOUEHUST MeTa-
CTaTUYECKOTO MOopaxeHMs Jerkux. B majapHeiiieM B ci1y-
yae RO-pesexkumny v mpu OTCYTCTBUM METACTATUYECKUX
ouaroB pyTuHHoe npoBegeHue MCKT opraHoB rpymHoii
KJIETKM ¢ KOHTPACTHBIM YCUJICHUEM SIBJISIETCST HElleJIeco-
00pa3HbIM.

Takum obGpa3oM, MBI MpeajiaraeM CJIEIYIOIINI anro-
PUTM KaTaMHecTUu4eckoro HadmoaeHuss: MPT 30HEbI one-
palMu U BCEro Helipoakcuca ¢ KOHTPACTHBIM YCUJICHUEM
Kaxable 3 Mec Ha 1-M rogy HaOJoneHus, Kaxabie 4 Mec
Ha 2-M romy, Kaxniable 6 mMec Ha 3—4-M romay U Kaxible
12 mec HaumHas ¢ 5-ro roga HaomoaeHus. MCKT opra-
HOB I'PYIHOM KJIETKU C KOHTPACTHBIM ycwiieHueM u Y3U
OpraHoB OPIOITHON MOJIOCTU IIeJIeCOO0pa3HO BKIIOYATh
B CXeMy HaOmoneHus B ciydyae R+-pesexkuusa u/wim
HaJIMYMSI METaCTaTUYECKMX OYaroB HA MOMEHT IOCTaHOB-
KU IMarHo3a, a Takxke MpU peIuInBe 3a00JIeBaHMS.

Hacrosiias pabora uMeeT psiI orpaHUYeHU, TIPUCY-
IIUX PETPOCIIEKTUBHBIM HCCACAOBAHMSIM DPEIKUX HO30-
noruii. Bo-1iepBbIX, HEOOIBIION pa3Mep BLIOOPKHU (1 = 5)
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OrpaHMYMBAET CTATUCTUYECKYIO MOIIIHOCTh aHa/IM3a U He
IO3BOJISIET AeJIaTh OJHO3HAYHbBIE BHIBOIBI O IIPOrHOCTUYE -
ckux pakTopax. Bo-BTOpHIX, pETPOCIIEKTUBHBIN XapaKTep
MCCJIEIOBAHMSI U IJINTEJIbHBIM IIepro Habopa MalieHTOB
(10 net) oOyCIIOBMJIM TeTePOTeHHOCTh 00beMa JMAarHOC-
TUYECKOIrO 00CIeI0BAHMUS U KIIMHUYECKOI0 HAaOII0IeHUS
MeXnay ciaydasgsmu. B-TpeTbux, MenuaHa HaOMIOAEHUS
43,0 mec (mmama3oH — 13,5—120,5 mec) sBisIeTCS OTHO-
CUTEJIbHO KOPOTKOIl C YY4E€TOM CIIOCOOHOCTH 3KCTpa-
HeBpanbHBIX MITD K mo3gHeMy MeTacTa3MpOBaHUIO, UYTO
He I03BOJISIET JIeJIaTh OKOHYATEbHbIX BHIBOJIOB 00 OTIA-
JICHHBIX pe3yJIbTaTax.

HecmoTpst Ha yKa3aHHbIe OrpaHMYEHHsI, HACTOSIIast
cepusl MPEICTaBIISIET ONHY M3 HauboJjee KPYIHBIX Ieau-
aTpPUYECKMX KOIOPT MAalMeHTOB C BSKCTpaHeBPaJbHOM
MIID ¢ peTanbHOM KIMHUKO-MOPMOJIOrMYecKoil Xapak-
TEPUCTUKOMN M IJIUTEIBHBIM HAOIIOAECHNEM, BHOCS BKJIAM
B paclMpeHre MUPOBOI 0a3bl 3HaHUI 00 3TOM KpaliHe
penkom 3aboneBaHuM. JlanbHelIne MyJBTULIEHTPOBBIE
MPOCIEKTUBHBIC UCCICIOBAHUS U CO3MaHME MEXKIyHAPOI -
HOTO peecTpa TeAuaTpuIecKuX dKCTpaHeBpaabHbIX MITD
MPEICTABIISIIOTCS HEOOXOAUMBIMU Ul Pa3pabOTKU CTaH-
JapTU3UPOBAHHBIX AJITOPUTMOB TMATHOCTUKU U JICUCHUSI.

3akioyenne

DkcrpaHeBpanbHbie MITD gBASAIOTCS UCKITIOUUTEND-
HO PeIKHMMU OIYXOJISIMU C XapaKTepHBIM IeauaTpuye-
CKUM IpeobJiajaHueM, 00yCIIOBASHHBIM EPCUCTEHITUE I
9KTOMUYECKUX IMEHANMAIbHBIX THe3 KOKIIUT€aTIbHOTO
MenyJUISIpHOrO pynuMeHTa. Haima cepus u3 5 HaOmo-
JIICHUM TIPEICTABISET MEPBBII OMNBIT ONMKWCAHUS HAHHOM
HO30JIOTUM B OTEYECTBEHHOW IMEAUATPUYECKONM OHKO-
JIOTUM U BXOAUT B YMCJIO Haubojee KPYMHBIX Ieau-
aTPUUYECKUX KOIOpT, OIYOJMKOBAaHHBIX B MMPOBOU
JUTepaType.

KitoueBbIM BBIBOJOM HACTOSIIEH PaOOTHI SIBISETCS
MOATBEPXKAeHUE LIeHTpaJdbHOi ponu RO-peseknum Kak
OCHOBHOTO MIPOTHOCTUYECKOTO (pakTopa. Beicokas yacto-
Ta IMePBUYHBIX JUATHOCTUYECKMX OIIMOO0K (60 %) muKTYyeT
HEOOXOIMMOCTh MOBBIIICHUST OCBEIOMIECHHOCTHU IETCKUX
XUPYPIOB, OHKOJOTOB M IIaTOJOTOAaHATOMOB 00 3TOI
Ho3oJIorMK. BakHelmmM pe3yabTaToM Hallleil cepun
SIBJIICTCSI MOJICKYJISIPHO-TEHETUYECKOe ITOATBEPXKICHUE
nurarHosa metogom NanoString y 4 (80 %) u3 5 manueH-
TOK: BO BCEX CJIydYasix OIyXOJib MACHTU(UIIMPOBAHA KaK
MIID (SP-MPE), yto moaTBep:KaaeT eqUHBII TTaTOreHe3
9KCTpa- U MHTpaHeBpaibHbIX MIID 1 ux MoJieKyIsipHOe
POJNCTBO.

BBuny prcka mo3gHUX peIMINBOB U PEIKOI0, HO BO3-
MOXHOTO METAaCTaTUYECKOI0 pacpOCTpaHEHUS MalllueH-
THI ¢ 3KCTpaHeBpaabHOII MIID TpeOyloT MOXU3HEHHOTO
KaTaMHECTUYECKOro HaOMI0AeHUS C UHAUBUIYyaIU3aLuei
o0beMa 00ciieToBaHUS B 3aBUCMMOCTH OT PaIMKaIbHOCTH
orepaluy U KIMHUYECKUX (haKTOPOB prcKa.

Haxkonenue mnenuaTpuyecKux cepuii HaOMIOOSHUIA
U CO3JaHME HAIlMOHAJIBHBIX W MEXIYHAPOAHBIX pPETH-
CTPOB SIBJISTIOTCSI TIPUOPUTETHBIMU 3adayaMi JJIs BbIpa-
OOTKM CTaHAAPTU3MPOBAHHBIX AJITOPUTMOB TUATHOCTUKU
W JICYCHUS STOU YJIBTPAPEIKOU HO30J0TUH.
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The phenomenon of diffuse infiltrative retinoblastoma with metastatic lesions of the brain and spinal cord. Own
clinical observation with a review of the literature
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Diffuse infiltrative retinoblastoma (RB) is a rare form of RB, which is the most malignant, first described by N. Ashton in 1958. Its occurrence
among all forms of RB according to previously published articles ranges from 2.0 to 4.6 %. The article presents a unique case of diffuse
infiltrative RB with extensive damage to the central nervous system, which resulted in remission in a child with a primary diagnosis of the
disease at the age of 11 years.
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BBenenne
JduddysHaa  MHPUIABTpaTUBHAsE  PETUHOOIACTO-
ma (JIWUP) — penkas u Haubojee 310KauyeCTBEHHas

¢opma peruHobnactrombl (PB), BrmepBbie omnucaHHas
N.AshtonB 1958 1. Ee BcTpeuaemocTh cpenu Beex hopM PB,
COIJIaCHO paHee OMyOJMKOBAaHHBIM CTaThsIM, COCTABJISIET
2,0 % [1]. OnHako gaHHBIE COBPEMEHHBIX MHOTOLIEHTPO-
BBIX PETMCTPOB YKa3bIBalOT Ha 00Jiee BHICOKYIO YAaCTOTY —
1o 4,6 % [2].

IIpu cBoeBpeMEHHOI TMarHOCTUKE, Ha 3Talle MHTpa-
OKYyJIsIpHOI1 (popMbl PB, 5-1€THSIS1 BBKMBAaEMOCTb COCTaB-

Jset 10 98 % [3], B TO BpeMs Kak Ipu 3KCTPAOKYISIPHBIX
dbopmax Cc TPEeHMMYIIECTBEHHbIM paclpOoCTpaHEHUEM
B LIeHTpabHy10 HepBHYIO cucTteMmy (LIHC) ona npubau-
xkaetcs K 0 % [4]. HecMoTpst Ha TO, YTO MeTacTaTUYECKME
dopmer PB Berpeuarorcest penko (11 %), oHM ocTaroTcst
OCHOBHOI IIPUYUHON CMEPTHU ITALIMEHTOB OT 3TOU OIyXO0-
JIU B pa3BUTHIX cTpaHax [5], mpuuem JIMUP BHOCUT B B3TOT
rokasaresib 3HaUYUTEIbHbIN BKJIAaJ B CUJYy CBOEro arpec-
CHUBHOTIO TEUEHUS U CKIIOHHOCTH K AUCCEMUHAIINM.

AUP ¢ wmertactatmyeckuMm rmnopaxeHuem [IHC
MpeacTaBiasgeT co0oil 0coOyI0 CIIOXHOCTb B JIEUCHUH,
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00YCJIOBJIEHHYIO MHOXECTBEHHOM JIEKAapCTBEHHOM
YCTOMYMBOCTBIO OIYXOJIM U HAIMUYKMEM TeMaTodHIIehaI-
YECKOT0, TeMaTOPEeTUHAIBLHOIO 0aphepOB, OrpaHUYNBAIO-
LIKAX JOCTYITHOCTh XUMUOIIpenaparos [6]. B ¢Ba3u ¢ atum
TpedyeTcsl IPUMEHEHNE arPECCUBHBIX MYJIBTUMOAATbHBIX
METONOB, BKJIIOUAIOIINX CUCTEMHYIO U MHTpaTeKaIbHYIO
XUMMOTEpAIMIo,  SHYKJIealuio, KpaHUOCIHUHAIbHOE
obnyyeHue [7] v B psizie cliydaeB — BbICOKOJO3HYIO XMMUO-
TEPAIIMIO C ayTOJIOTMYHOM TPAaHCIUIAHTALMEN T€MOIIOATH -
YECKHUX CTBOJIOBBIX KJIeToK (ayTo-TT'CK) [8].

Kinmaugeckwmii coryqaii

Ilauyuenm, 10 nem, nepgvie dcanrobvl NoABUAUCL 8 Mae
2023 2. Ha nepuoduueckyto pgomy u caabocme 8 ympeHHue
yacel. Q6caredosan eacmposnmeposoeom. Jlewenue eacmpu-
ma — 6e3 noaodcumenvhoil Junamuku. B uone 2023 e.
mMamv 00pamuaa 8HUMAHUe HA NOKPACHEHUe 1e8020 2Aa3d.
B Hos0pe moeo jce 200a noseuUAOCH OMKAOHEHUEe A€8020
21a3a KHapyscu, pebeHoK Obla 0CMOMPEH 0PMAarbMoA020M
N0 Mecmy HCumenscmea, OUAeHOCMUPOBAaH yeeum, noAy4an
ambynamopHoe neuerue, be3 sgpghexma. B ces3u ¢ noseéne-
HUeM U Hapacmauuem 3K30(marbmMa, CHUNCCHUEM 3PeHUs
8 Oekabpe 2023 e. 6biNOAHEHA MAaCHUMHO-PE30HAHCHAS
momoepaghus (MPT) opoum, eon08H020 M032a, no pe3ynb-
mamam Komopoil 6blsi6AeHO 008eMHOe pempooyabOapHoe
H08000pazosanie 8 MeOUANbHbIX OMOenax Neeoll opoumol,
npunexcaujee Kk nepedueil u cpeoneil mpemsm opoumanbHoll
yacmu 3pumenvHoeo Hepea. C 0uacHo30mM He8pUHOMbl pede-
HOK HanpaeneH 6 (e0epanvHyr) OHKOAOUMECKYI0 KAUHUKY
01 0006caedosanus u onpedenerus OarvHeliuel maKkmuxKu
AeueHus.

B Hauane auneaps 2024 . nayuenm enepegvie 00pamuacs
6 noaukauHuyeckoe omoenenue HHU demckoii onkonoeuu
u eemamonoeuu um. axkad. PAMH JI.A. lypnosa HMHUI]
onxonoeuu um. H.H. Baoxuna. Ocrhognbimu dcarobamu Obiau
CIeNOMa 1e6020 21a3a, 204068HAs 6016 U O0Ab 8 N1€60M 2AA3).
OPmansmonoeom 6bl6AeHbl OMCYMCMEUe 3PEHUs 16020
21a3a, 6HYMPUAa3Has cUNePmen3Us, SK30(hmanvm, 0epanu-
YeHue NoO0BUNICHOCMU 21a3a no ecem mepuduanam. llpu 6uo-
MUKDOCKORUU nepedHe20 0mpe3Ka 1e6020 21a3d OmmedeHbl
«3aN0mMenocmv» SHOOMeENUs POOBUYbL ¢ NOAYNPO3PAYHBIMU
npeyunUMmamamy  HenpaguabHoll Gopmul, HemeouKameH-
MO3HbLI MUOPUA3, NUSMEHMUPOBAHHbIE NPeyUnUmMamol Ha
nepedueil kancyse xpycmaauxa. Inaznoe 0Ho 3a ¢haepom,
be3 ouaeosoii namoaoeuu. Ilpaswiili enaz be3 namosoeuu,
VoD = 1,0.

Ilpu MPT opoum, 20108H020 U CHUHHO20 MO032a C GHY-
MPUBEHHBIM KOHMPACMUDOBAHUEM BbIS8AEHbl HEPABHOMED-
HOe YymoAaujeHue eHYmpuopoumanvHol 4acmu 3pumenbHo2o
Hepea, cmeujenue enasza U e2o degopmauuss no 3a0Hemy
noarocy (puc. la), mHodICecmeeHHble 00BeMHbIe HOB00OPA30-
BAHUS HEePENHO-MO3208bIX HEPBOB: NPeO08ePHO-YAUMKOB020
U AUYeB020 — CAeBa, MPOUHUUHBIX — C 08YX CMOPOH (puc. 2a),
04ae08ble UBMEHeHUs 8 Kope U IOKCIMAKOPMUKAALHO 8 1€601l
A00HOU Odose (puc. 3a), MHOdICECMBEHHble o4azU HA 8cem
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npomsANCeHUU CHUHHO20 Mo3ea (puc. 4a), 3apeeucmpupogaro
01a2080e NOpadiceHue no xXo0y MsAeKol M032080l 000104KU
cnunHo20 mo3zea (puc. 5). Ilpu uyumonoeuueckom uccaedo-
B8AHUU CNUHHOMO32080U Jicudkocmu (puc. 6) Oblau HailoeHbl
onyxojesvle 21eMeHmMbl 310KAYECMEEHHO20 HO8000PA306a-
HUSL He2eMONo3MU4ecKol npupoobsl, pacnof0NCeHHble KAK
8 cKonaenusix, mak u omdeavro. Ilpu yumosoeuveckom
uccae0o8anul KOCMH020 M032a NOcAe NYHKUUU u3 4 mouex
ONYX04€8biX IN1eMEHMO8 He OOHAPYICEHO.

a 0

Puc. 1. MPT & nocaedosamenvnocmu T2 FLAIR 6 axcuanvhoil npoekyuu:
a — 6HYymMpuopouUmanbHas 4acmo 3pUmMenbHO20 Hepea HepagHOMEPHO YMoa-
wena 0o 9 mMm (Kpacnas cmpenxa), Aegoe 2nasHoe s1010K0 CMeujeHo u oe-
hopmuposaro no 3adnemy noarcy (opanxicesas cmpeka); 6 — cocmosiHue
nocae yoanenus 1e6020 2Aa3Ho2o s1010Ka, 6 opoume onpedensemcsi npome3
(3enenas cmpenka), uepe3 1 mec nocie OKOHYAHUS. NPOSPAMMHO20 AeHeHUs!
ONYX01€8bIX USMEHEHUL] He BbI6AEHO

Fig. 1. MRl in the T2 FLAIR sequence in axial projection: a — the intraorbital
part of the optic nerve is unevenly thickened to 9 mm (red arrow), the left
eyeball is displaced and deformed at the posterior segment (orange arrow);
0 — the condition after removal of the left eyeball, a prosthesis is determined
in the orbit (green arrow), against this background, no tumor changes were
detected 1 month after the end of the program treatment

a o0

Puc. 2. MPT 6 nocredosamenrvnocmu T2 6 akcuanvHoil npoexyuu:
a — ommeuaromces o0seMHble 00pA308aHUS HePENnHO-MO3208bIX HepPBO8:
npedoeepHO-yAUMK08020 U NUYe8020 — cAe6d (KPACHAs CMpeaKa), mpoiHuy-
HbIX — ¢ 00eux cmopoH (oparicesvle cmpenxu), 6 — uepe3 1 mec nocie oKoH4a-
HUsI RPO2PAMMHO20 AeHeHls 8 00AaACmU YepenHO-M03208bIX Hep8o8 00seMHble
00paszosanus He onpedensitomcs (3eaeHvle Cmpeaku)

Fig. 2. MRI in the T2 sequence in axial projection: a — there are three-
dimensional formations of cranial nerves: vestibulococcular on the left and
facial on the left (red arrow), trigeminal nerves on both sides (orange arrows);
0 — in the area of cranial nerves, bulky formations are not detected (green
arrows) 1 month after the end of the program treatment

Knuunyeckue Habnwopenus // Clinical cases
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a 0

Puc. 3. MPT 6 nocaedosameavrocmu T2 FLAIR ¢ akxcuanvhoii npoexuyuu:
a — 04azo8vle U3sMeHeHUs 8 Kope U IKCMaKopmMuKanbHo 6 1e8oil 100Hol doe
(opanicesvie cmpenku); 6 — uepe3z I mec nocae OKOHUAHUSA NPOSPAMMHOLO
AeHeHus 04azosble UsMeHeHUs 8 Kope U I0KCMaKopmuKaibHo He onpedens-
romcs (3eneHvle cmpeaku)

Fig. 3. MRI in the T2 FLAIR sequence in axial projection: a — focal changes
in the cortex and juxtacortical in the left frontal lobe (orange arrows);
0 — focal changes in the cortex and juxtacortical are not detected (green
arrows) 1 month after the end of the program treatment

a 0

Puc. 4. MPT ¢ nocaedosamenvrocmu T1 ¢ eHympugeHHbIM KOHmMpacmu-
poganuem, cacummanvias NPoeKuus: a — HA 6ceM NPOMANCEHUU CHUH-
HO20 MO03ea ONpedeasitomcsi MHOJNCECHBEHHble o4deu, HaKanaugaroujue
KoHmpacmuulil npenapam (opandicesvle cmpeaku); 6 — uepesz 1 mec nocae
OKOHHAHUS NPOSPAMMHO20 AeUeHUs 04deU, HAKANAUGAIOWUEe KOHMPACMHbLI
npenapam, He onpedeasiromcs (3e1eHole CmpenKi,)

Fig. 4. T1 sequence MRI with intravenous contrast sagittal projection:
a — multiple foci accumulating contrast agent are detected throughout the
spinal cord (orange arrows); 6 — foci accumulating the contrast agent are not
detected (green arrows) 1 month after the end of the program treatment
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Puc. 5. MPT & nocaedosamenvrocmu T1 ¢ 8HympuseHHbIM KOHMPAcmupo-
BaHUEM, AKCUANbHAS NPOCKYUA: NO X00Y MALKOU M0320801ll 000104KU CHUH-
H020 M032a onpedensemcs 04az, UHMEHCUBHO HAKANAUBAIUWUL KOHMPACH -
HbLl npenapam (cmpeaxa)

Fig. 5. MRI in T1I sequence with intravenous contrast axial projection:
along the course of the soft meninges of the spinal cord, a focus of intensively
accumulating contrast agent is determined (arrow)

Puc. 6. [[umonoeuueckoe uccaedosarnue CHUHHOMO320800l HCUOKOCMU: 8U3Y-
ANUBUPYIOMCS KPYNHbIE KACMKU ¢ 00AbUUMU KPY2AbIMU A0PAMU U eAe Pa3-
AUMUMOTL D03UHOPUALHOU UWUMONAA3MOIL, AedHcaujile KaK 6 CKONACHUSX, MAK
U OMOeNbHO

Fig. 6. Cytological examination of cerebrospinalfluid: large cells with large
roundnuclei and barely discernible eosinophil cytoplasm are visible, lying
both in clusters and separately
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Ilo  pewenuro  MeNCOUCUUNAUHAPHOO — KOHCUAUYMA
8bINONHEHbl NO3UMPOHHO-IMUccUoHHAs momoepaghus (I19T)
¢ 18F-gpmopde3okcuentoko3oii 6ceco meaa ¢ KOHMpaAcmupo-
sanueM (puc. 7) u sHyKAeayUs 1€6020 21A43a ¢ MAKCUMAAbHOU
pesexyuell 3pumenvHo20 Hepea 6 ueasx mMopgosoeuueckoi
sepuguxayuu onyxoau (puc. 8).

Jlo noayvenus: OKOHUAMEAbHBIX DPe3YAbIMAMO8 SUCHO-
A02UHECK020 U UMMYHORUCMOXUMUYECKO20 UCCAe008AHULL,
YUUMBIBAS PACHPOCIMPAHEHUe ORYXOAU U ee Oblcmpblil pocm,
ObLI0 NPUHATNO PeuleHle HaYamy AeHeHue no capKkoma-opu-
EeHMUPOBAHHOU NPOSPAMME NO JUCUSHEHHBIM NOKA3AHUSIM.
B cea3u ¢ npoenozupyemoii eay6oxoil mueaocynpeccuel,
nogbluLarWeli PUCKU UHGEKUUOHHBIX OCAONCHEHULl, yeeau-
yusarouei 0AUMeAbHOCMb MEJICKYPCO8020 nepuooa u obsem
3aMecmumenvHoll 2eMOKOMNOHEHMHOU Mepanuu, peKomeH-
dosan agpepe3 nepughepuneckux cmeono8vix KAeMOK C UX
daavHeiueil peurgysueil.

Ha yposne C1-C2 ¢ SUVmx 4,54
na yposne C3—.C4 cSUV 4,97

Ha yposse Th4 ¢ SUV, 2,81
Ha yposue Th7 ¢ SUV_ 3,05%
Ha yposue Th12 o SUV_ 5,59

Ha yposHe L4—S2 1o SUVm“ 5,77

Ha ypoBHe S2 — CIMBAIOIMECs
MSATKOTKaHHbIE HOBOOOPA3OBaHNs
TIPOTSXKEHHOCTBIO 710 25 MM

Ha ypoBHe L5 — mopaxxenue
KOPEIIKOB C X YTONILEHNEM JI0
6 MM u Hakorienuem POII no
SUV,_ 2,61

Puc. 7. [I2T/KT: ommeuaemcs Haauuue onyxonegoi mKanu ¢ cunepmema-
boauueckoli akmusHocmoio " F-gpmopdesokcueniokosst 6 060a04Kax cnum-
H020 MO32a, eOUHUMHBIX KOPEUKAX U B0N0OKHAX KOHCK020 X80Cma (Cmpeaxu).
TlocmonepayuonHsie usmenenus 6 obaacmu ne6oii opoumsl 6e3 NPUHAK08
HaAuYUs aKMuHol ONyxoneeoll mKaHu

Fig. 7. PET/CT: revealed the presence of tumor tissue with hypermetabolic
activity of ¥ F-fluorodeoxyglucoses in the membranes of the spinal cord, single
roots and fibers of the horse tail (arrows). Postoperative changes in the area of
the left orbit without signs of active tumor tissue

a 0 8

Puc. 8. Buo enasa nepeo (a) u nocae (6, 8) snykaeayuu (onyxoneguie y3aol no
nepughepuu 3pumensHoeo Hepsa)

Fig. 8. View of the eye before (a) and after (6, 8) enucleation (tumor nodes on
the periphery of the optic nerve)
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Tucmonoeuueckoe u UMMYHOSUCIOXUMUYECKOE UCCAE00-
BaHUSA: MAKPOCKONUYECKU IKCMPAOKYAAPHO HO nepudepuu
3PUMENbHO20 HEPBA BbISBACHO ONYX0ae60e HOB000PA308a-
HUue MsSeKol KOHCUCMeHyul, 0eneco8amo-cepoeo ueema,
obuumu pasmepamu 1,5 X 1,5 cm, cocmosiujee u3 2 y3eakoe
7u 15 mm 6 duamempe (puc. 9). Mukpockonuuecku 6 cpeze
enasnoeo soaoxka (puc. 10) onpedeasrtomes wemxo omepa-
HUYeHHble Y3eAKU MeAKOKPY2A0KAeMOUHOU OnYXoAU ¢ Kpyh-
HOIMU KpYyeaviMu 10pamu ¢ XpOMAmMuHOM N0 MUNY <«COAb
u nepeuyp u eae paziuMUMOLl 203UHOGUALHOL YUMONAAIMOIL.
Ommeuaromes MHO2OHUCACHHbLE UYLl MUMO3A, BbIS8ACHD
2 posemiu Pnexcrnepa—Bunmepwmaiinepa (puc. 11). Bony-
X01€8blll NPoUecc 80BACHEHbL CeMUAMKA OM GHYMPEHHe20
do eHeutHeeo s0epHo2o caos (puc. 12), pecnumuamoe meno
(puc. 13). B 3pumenvHoM Hepee U M03208biX 000104KAX
(puc. 14) maxxce eviserena Oug@ysnas uH@uIbMpayus
MeAKOKPY2A0KAeMOUHOU ONYXOAbH).

Puc. 9. Suykneuposannsliii enaz nocae ukcayuu. IxcmpaokyaspHole ony-
X0ne6ble Y36l N0 nepughepull 3pUmenvHo20 Hepea (cmpeaxu)

Fig. 9. Enucleated eye after fixation. Extraocular nodules along the optic
nerve (arrows)

Puc. 10. Iasnoe s6a0k0 Ha paspese. [ucmonoeuueckoe uccaedosanue,
0KPAcKa 2eMamoKcuAUHOM U 303uHom, % 10

Fig. 10. A sectioned eye with the tumor. Histological examination, H&E
staining, X 10
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Puc. 11. Edunuunsie pozemku Prexcnepa— Bunmepumaiinepa (cmpeaxu).
Tucmonoeuueckoe uccaredosanue, 0Kpacka 2eMamoKCUAUHOM U 303UHOM, % 40

Fig. 11. Few Flexner—Wintersteiner rosettes (arrows). Histological
examination, H& E staining, % 40

Puc. 12. Huneasus onyxonvio cemuamiu. Tucmonoeuueckoe uccaedosanue,
0KPACKa 2eMamoKCUAUHOM U 303UHOM, X 40

Fig. 12. The tumor involve retina diffusely. Histological examination, H& E
staining, % 40

Puc. 13. Huesazus onyxoavio yuruaproeo meaa. lucmonoeuueckoe uccaedo-
6aHue, OKPACKA 2eMAMOKCUAUHOM U D03UHOM, X 40

Fig. 13. The tumor is seen in ciliary body. Histological examination, H& E
staining, % 40
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Puc. 14. Husasus onyxonvro 3pumenvrHo2o Hepéa u Mo3208bix obosouex. -
cmonoaueckoe Uuccae008anue, OKpacka 2eMamoKCUAUHOM U 303uHom, % 10

Fig. 14. The posterior portion of the eye including optic nerve. Tumour
invasion in the optic nerve. Histological examination, H& E staining, % 10

Puc. 15. AmmyHnoeucmoxumuueckoe uccaedosanue ¢ CUHANMOPU3UHOM: NO-
3UMUBHAS PeaKyus Kaemok onyxoau, % 40

Fig. 15. Immunohistochemistry: synaptophysin antibody is positive in the
tumor, X 40

Puc. 16. UmmyHnoeucmoxumuueckoe uccaedosanue ¢ RBI: nosumuenas
peaxyus Kaemok onyxoau. Beinadenue soepHoii sxcnpeccuu, X 40

Fig. 16. Immunohistochemistry: retinoblastoma protein is negative. The RB
gene is mutated and not producing the protein, < 40
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Ilpu ummyHnoeucmoxumuueckom uccaedo8anuu onpede-
asgromes: Ou@y3nas UHMeHCUBHAas YUMONAA3MAmu4ecKas
axcnpeccust cunanmogu3suna (puc. 15) u membpanHas sxc-
npeccuss CD56, umo 2o6opum o Hellpo3KmodepmansbHoOM npo-
ucxodxcoenuy 3n0kavecmeentoil onyxoau. Habawdaromes
svinadenue sdepHoii sxcnpeccuu RBI (puc. 16) u H3K27me3
u omcymemaue skcnpeccuu desmin u myogenin (uckarouaem
onyxoau mulueuro2o npoucxoxcoerus), SALL4 (uckaroua-
em eepmunoeenuvle onyxoau), GFAP (uckarouaem onyxoau
2AuanbHo2o npoucxoxcoenus), PAXS (uckarouaem onyxoau
no4eyHoeo u wumosuorozo npoucxoxcoerus), TdT (uckaro-
yaem aumepooracmusie onyxoau), CD45 (uckarouaem aum-
gpombl u neiixosvt).

Ilo pesyrsmamam eucmonoecu1eckoeo u UMMYHOUCHO-
XUMUUECK020 UCCAe008AHULL BbIHECEHO 3aKaloveHue: Oug-
@ysnas PP, grade 3, Hx, RBI-mymaumnas ¢ nopajicenuem
3pUmMenbHo20 Hepea u pempobyavbapHoll Knemuamku. Tak-
Jce nayuenmy 0bia NPosedeH NOUCK NAMOEHHbIX MyMAauuil,
accoyuUpOBaHHbIX ¢ U38ECMHbIMU HACAeOCMBEHHbIMU op-
Mamu onyxoneevlx cuHopomos. lenemuueckuii mamepuan —
6eHo3Has kpoes. Ananuz JIHK nayuenma npogeden Ha cekée-
Hamope Ho8020 nokonenus NextSeq 2000 lllumina memodom
napHo-KoHyesoeo umenus (2 < 150 nap ocuoeanuil) co
cpednum nokpvimuem 171,2x. Jlaa npobonodeomosku Ovina
UCNOAb308AHA MemOOJUKa 2UOPUOU3AUUOHHO20 CeNeKmUE-
Hoeo o0oeauenus Gpaemenmamu JHK, omuocawumucs
K Kodupyrouwum obnacmsam 113 eenos, accouuupoearHvix
¢ pazeumuem U3eeCmHbIX HACAeOCMBEHHbIX OHKO0A02UMECKUX
CUHOPOMO8, C UCNOAb308aHUeM naHeau 30H006 TruSight
Hereditary Cancer Panel (Illlumina) coeaacho npomokony
npouszeodumens. Kiunuvecku 3HauumMbiX 8apuanmog 6 exe
RBI, accoyuuposanHolx ¢ pazgumuem HACAOCHBEEHHOL
gopmot PB, He evisieaeHo.

Ha ocHosanuu uxcmpymeHmansHo-0UaeHOCMU1ecKoeo,
HOCACONePayUOHHO20 MOPGHON0UYECKO20 U MOACKYASAPHO-
2eHemu4ecKoeo uccaedosanull ouaznocmuposana Ph ae6oeo
2n1a3a ¢ 5kecmpabyabbapHsiM pocmom 6 opoume, UHpuUIbMpa-
yueil opOUMANbHOLL Yacmu 3pUmenbHo20 Heped, Nenmome-
HUH2eANbHbIM NOPAJICEHUEM 20106H020 U CHUHHOR0 MO32d,
YepenHo-M03208blX HePBO8 U KOPewKo8 CNUHHO20 Mo3ed,
cT4bNOMIbHO.

Ilocae nocmanosku okoHuamensHo2o OuazHoza 6vL10
peuieno npoodoadcums npogedeHue CUCEMHOL Xumuome-
panuyu 8 coMemanuu ¢ UHMPAmMeKaibHoll Xumuomepanueil
MemompeKcamom u npeoHu30A0HoM 8 1-ii u 8-ii Onu kaxcooeo
Kypca (puc. 17). Ilo okonuanuu 3 Kypcoe aromepHupyrouieli
cucmemHoll xumuomepanuu (ugocamud, 0aKMUHOMUYUH,
BUHKPUCMUH; KapOOnAamuH, 00KCOPYOUUUH, BUHKPUCMUH,
ugocpamud, sunkpucmuH, 3mono3ud) u 2 Kypcos uHmpa-
MeKanbHOl Xumuomepanuu npogedeHa oyenka 3pghexmus-
Hocmu aeuenusi. Ommeuena NOAOICUMENbHASI OUHAMUKA
6 8ude OMCYymcmaus ONYX01e6blX KAemoK o pe3yabmamam
YUMOA02UHeCK020 UCCAe008AHUs AUKEOPA U UCYE3HOBEHUs
04a208020 NAMOA02UHECK020 HAKONAeHUs paduoghapmnpe-
napama 6 no30HOMHOM KaHAe HA 8CeX YPOBHAX NO OaHHbIM
11D T/xomnvromeproit momoepaguu (KT).

Yuumoieas ewipasicennyto peepeccuro onyxoau, npuHsi-
mo peutenue npoodoANCUMb AedeHlUe U npogecmu 4-il Kypc
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cucmemoll xumuomepanuu (ugocgamud, OAKMUHOMULUH,
BUHKPUCMUH), 6 NOCAeOyIueM, NPUHUMAs 60 BHUMAHUE
2UCMON0RUYECK UL MUN ONYX0AU, IKCMPAOKYAAPHYIO hopmy
Pb svicokoeo pucka, na smane KoHcoaudayuu 6ul10 peule-
HO npogecmu 6blCOKOOO3HYI0 XUMUOMeEPAanuio 8 caedyio-
wem obseme: smono3ud 250 me/m? (3 ous), kapbonsamun
850 me/m? (3 0us), muomena 300 me/m? (3 Ous) ¢ nocaedy-
roweil peungysueil nepugepuueckux cmeono8vix KAemok,
m. e. aymo-TICK. Ha momenm npogedenuss mpaHcnianma-
yuu YyHKUUU 0peano8 U cucmem He HapyuieHvl, noKazamenu
ananu3oe Kposu 6 npedenax peghepeHcHbiX 3Ha4eHuUll, Koic-
Hble NOKPOBbl c60000HBL OM BbICHINAHUI, YMEPEHHOU 81aiC-
Hocmu. B pannem nocmmpanchaaumayuonnom nepuode
ObLAU OMMeUeHbL 0CAONCHEHUSL: 0POPAPUH2eANbHBLI MYKO3UM
111 cmenenu, neitmponenuueckuii snmepoxosum Il cmene-
HU, MoKcuKodepmus Ha ¢ooHe 8bICOKUX 003 XUMUONpenapa-
moe II—III cmenenu. Bce ocrodxcHeHus: Obiau Kynupoeauvl
do +30-x cymok om aymo-TICK. [lpuxcuerenue mparc-
naaumama 3agukcuposano Ha +10-e (epanyroyumapHolii
pocmok) u +12-e (mpomboyumapHwsiii pocmox) Cymku.
Ha +40-e cymku y pebenka Oviau ommeueHsl 8bICbINAHUSI
(cepynnuposannvie eepnemughopmHble NANYAbl) HA KOJice
NnoOMblue4HOU 6naduHvl, NepedHeOOK0B80l NOBEePXHOCMU
2PYOHOU KAemKU U NapasepmedpanbHO-nooA0NamoyHol
obnacmu. Ha ¢one monuueckoii mepanuu 5 % mazvio
ayuKA08uUpa U nepopasbHoll Gopmul 6arayuka08upa Oviia
ommeuena noaodcumensras ounamuxka na +70-e cymku om
aymo-TICK u na 28-e cymku npomueosupycroii mepanuu.
Ha +150-e u 80-e cymku coomeemcmeeHHO 0CA0JICHeHUe
0blL10 KYRUPOBAHO U OMMEUEHA HOPMAAUZAUUS UMMYHODe-
Homuna.

Ilposedena ouenka 3pgexmusHocmu neueHus, no
pesyavmamam MPT opoum u ITHC ¢ konmpacmuposanu-
eM omMmeveHa NoA0JCUMeNbHAs OUHAMUKA 8 8ude YMeHb-
WenUs pasmepos pamnee ONUCAHHBIX Y3108blX 00pA308aHUIL
8 UepenHO-M03208bIX HEPBAX, HOJNCKe 2Uunoghusa, 060104Kax
20/108H020 U CHUHHO20 MO032d. Yuumvl6as noA0NCUMENbHYIO
JuHamMuKy nocae 3agepuienus 3Manog UHOYKYUU U KOH-
coaudauuu Xumuomepanuu, CMAaOUAbHbll COMAMu4ecKuil
cmamyc, peuleHo 3aKpenums pe3yabmam  CUCHeMHO20
JAedeHus Ay4egoil mepanueii 6 obseme KpaHUOCHUHANLHORO
00ay4eHUs (¢ 3aX8amMoM 3pUMENbHO20 Hepaa Ae8oll 0poumblL)
8 paz06oil ouaeoeoil dose 1,8 Ip, cymmaproii ouaeosoii doze
36 Ip ¢ nocaedyrowum A0KAAbHBIM 2MANOM HA 004aCMb
nesoil opoumot u memacmazoe Th3—4, S1—2 do cymmapHoii
ouaeosoti 0ozt 54,0 Ip.

Ilocae oxonuanus akmuenotl hazel newenus (11.09.2024)
NpUHAMO pelenue 0 OuHamuueckom Habawldenuu. Yepes
1 mec na MPT (puc. 16, 26, 36, 406) He @vis6aenbl ouaeu,
Hakanauearoujue KOHMpAacmHubli npenapam 6 Ae6oii opoume,
uepenHo-m03208bIX Hepeax, Hodcke eunogusa, 000104Kax
20/108H020 U CHUHHO20 MO32a. B aukeope makaice onyxonesvie
KAemKU He 00HapyJiceHbl.

Ilayuenm peeyaspuo (1 paz é 3 mec) npoxodum obcaedo-
sanue 6 obseme MPT opoum u I[HC, I[I19T/KT, korcyasma-
yuu ogpmanvmonoea u onkonoea. B nosope 2025 e. npusnakos
peyuduga 3a60neeanus He 8oisieneno. Pemuccus om oxonua-
Hus nevenus cocmasuna 14 mec.
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Henenn
Weeks

HnTtparekanbHast
XUMUOTEPATTHS
(MeTpoTpekcar,
TIPEAHU30JI0H) X
Intrathecal
chemotherapy
(metotrexate,
prednisone)

1,2,3 )5,

N — udochamun
I — ifosfamide
B — BUHKpHCTHH
V — vincristine
1 — NaKTUHOMUIIWH|
D — dactinomycin

K — kap6ornatuH
C — carboplatin
I1 — TOKCOpyOMIIH
D — doxorubicin

V — vincristine

KpanunocnuHaabHOe 00TydeHNe — 3pUTEeIbHBIN HEPB,
opbuTa, MeTacTasbl
Craniospinal radiation — optic nerve, orbit, metastases

Puc. 17. Cxema neuenus nayuenma c IUP u memacmasuposaruem ¢ LITHC
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B iukBOpe MeTacTasbl OTCYTCTBYIOT,
TI9T 6e3 maroaoruueckoro
HaKoIIeHUs panuodapMIipenapara
Cerebrospinal fluid cytology: negative
Jfor malignant cells, PET scan: no

) pathological radiopharmaceutical uptake

5 S, 10, 11, 12

X X

e

N — udochamun
I — ifosfamide
B — BUHKpHCTHH
V — vincristine

N — udochamun
1 — ifosfamide
B — BUHKpPUCTHH
V — vincristine
B — aTono3us
E — etoposide

J1 — maKTUHO
D — dactinomycin

MPT op6utsl u LIHC (qyactuuHast perpeccusi METacTa3oB
LIHC, 6e3 omyxoeBoro nmopaxeHust OpOUTHI CIeBa)
MRI of the orbit and CNS (partial regression of CNS
metastases, no tumor involvement of the left orbit)

Fig. 17. Treatment regimen for a patient with DIR and metastasis to the central nervous system (CNS)

O6cyxnenue

OWNP — kpaiiHe peakoe 3abojeBaHUE, BCTpEYarolle-
ecsl, TI0 COBPEMEHHBIM TaHHEIM, 10 4,6 % cpemn Bcex
octanbHbIX hopMm PB [2]. [1pu unTpaokymspHsix hopmax
Pb o611as BeLKIUBaeMOCTh gocturaet moutu 100 % [9—12].
IMpu pacnpocTpaneHHoit (opMe, TPEUMYIIECTBEHHO
¢ mopaxenueM IIHC, mporHo3 craHOBUTCS KpaiiHe
HEeOJArOnpUATHBIM, CPEIHSS MPOAOKUTEIbHOCTD KU3-
HM Yy TaKuX IMallMeHTOB cocTtamisieT 6 Mec [8]. Tlepexon
OT MOTEHITMAIIBHO KypabeIbHOTO COCTOSTHUS K yTpoXaro-
wemy xu3Hu nipu IV P, kak paBuio, HalpsMyIo CBsI3aH
C MO3AHEN TUarHOCTUKOM.

WP BcrpewaeTcst penko [13], He meMOHCTpUPYET
TUMUYHBIX TpU3HaKoB PB, mposiBnsieTcss mo3mHo u yacTo
CO3/IaeT TUArHOCTHUECKYIO MPobIeMy, TIpu 3ToM 10 56 %
MAlMEeHTOB MMEIOT OLIMOOYHBIA TEPBOHAYATIBHbBIN
nuarHo3. WP xapakrepusyercs IJIOCKOW OMyXOJ€BOM
UHOWIBTpAlell ceTyaTKu, Ha TO3MHUX CTaIUsSIX OIy-
XOJIEBbIe KIJIETKM MOTYT Mu((y3HO pacmpoCTpaHSIThCS
B CTEKJIOBUIHOE TEJIO, Ha PagyXKHYI OOOJIOYKY, B YIroja
U camy NEPENHIOI KaMepy mia3a. B GoyblIMHCTBE cityya-
€B Hayajo 3a00JIeBaHUSI MOXET ObITb OECCUMITOMHbBIM,
TaK Kak I P nemoHcTpupyeT 60Jiee MEIJIEHHYIO MOMIENb
pocta omyxonu [14]. B o630ope, mpencrasienHom Traine
et al. [15], cpemHmit BO3pacT IpU MOCTAHOBKE AMAarHo3a
JWP coctaBun 5,7 roga, 4To 3HAYUTEJIbHO YBEJIUYMBAET
NIMAaTHOCTUYECKUI TIEPUOJl, TaK KaK CPEIHUN BO3PacCT
nereit npu auardHoctuke Pb coctabnsger 15 mec. Yare
BBISBJISIETCS. Y MaJbYMKOB, MPU STOM TOJIOXUTEIbHbBIA
CeMEMHbI aHaMHe3 OTMeYaeTcs TOIbKO B 4 % ciydaes.
Traine et al. Tak:Ke COOOIIMIIN, YTO OCHOBHOM CUMIITOM —
CHIDKEHUME 3PEeHUsI — BCTpevaeTcsl valle JeHKOKOPUU
B2 pa3a (48 % npotus 24 % ciyuas) [ 15]. Kanbimdukanus,
KOTOpasi CUUTAETCS OTIMYUTENbHOU yepToil Pb, oTcyt-
CTBYET, TTOSTOMY BU3yalM3alvsi MOXET OBbITh HeyOemu-
TeJqbHOM. B Halem ciiydyae umeet Mmecto JI VP, BeisiBieHHas

y MasibuuKa 11 jietT, mepBUYHO nposiBUBILIAs ceOs 3a 7 Mec
JI0 YTOUHEHUS [MarHo3a KJIMHUYECKOW KapTUHOU o01e-
MO3rOBOl CUMNTOMATUKU U 3a00J€BaHUS KEIyIOYHO-
KUIIIEYHOTO TpakTa. [J1a3Hble CUMIITOMBI BOSHUKJIIY Yepe3
1 Mec nociie mepBbIX kano0. B Halllem ciydae yBeanyeHue
JNAATHOCTUYECKOTO TEPUOAA MEXAY IOSBICHUEM Mep-
BBIX, IPUYEM BHETJIA3HBIX, CUMITOMOB U MTOCTAaHOBKOM
JIarHo3a OOYCIIOBJIEHO CTepTOl W HecnenupuiecKoit
cumntoMatukoi JIWUP, uro ctano KiaouyeBbIM HeraTuB-
HBIM (haKTOPOM, OTPEACIUBIIUM TSKECTh COCTOSTHUS
nauureHTa. JaHHbBIA cilyyali MOOQYepKUBAET XU3HEHHYIO
BaXXHOCTb PAHHEW AMArHOCTUKU. J{JI 5TOr0 HEOOXOIUMBI
LIeJICHATIPABJIEHHbBIE YCUJIKSI MO IOBBILIEHUIO OHKOJIO-
TMYeCKO HAaCTOPOXEHHOCTU B oTHouleHuu AP cpenun
MeauaTpoB, OPTATBEMOIOTOB W Bpaueil APYTUX CIeUAIb-
Hocreil. HeoObsICHUMBIIA OOHOCTOPOHHMI yBeuT [16],
rJlaykoMa Win rudema y pedeHKa JOKHBI ObITh TTOBO-
JaMu IJIs HeMeyieHHoro uckimoueHus: Pb, Bkiiouas ee
nuddysHyo hopmy, B YCIOBUSX CIEIIUATN3UPOBAHHOTO
CTalMoHapa.

B npuBeneHHOM KJIMHUYECKOM HAOII0eHUU SHYKJIE-
auM TOCIYXKWia OCHOBHOM AUAarHOCTAYECKOU Y BaXKHOM
TEePAIEBTUYECKOU MTPOLIELyPOA.

BriBoabl 1 3aKT0YeHHe

AHanm3 JTaHHOTO KJIMHUYECKOTO IIpHUMepa YKa3bIBaeT
Ha HEOOXOAMMOCTb CTPOTrOro BBLIMOJHEHUS aJlfTOpUTMa
00CIem0BaHUs 1 B CIIydae IMOTepU 3pUTEIbHBIX (DYHKIIMI
MIpY OTCYTCTBUHM IIATOJIOTUHU TJIA3HOTO JTHA P O(TaIb-
MOCKOIIMW, HaJIW4YWS MPEUMIIMTATOB Ha 3HIAOTEIUU
pPOrOBUIIBI TTPU TOPIUIHOM T€YEHUM YBeUTa — Ha LieJie-
COO0Opa3HOCTb TPOBENCHUST TOIMOJHUTEIbHONW AUArHOC-
TUKHU, BKIIOYAIOIIEI:

1) onTHYecKyo KOTepeHTHYIO TOMOIrpacduio — HEUH-
Ba3WMBHBIM OUArHOCTUYECKUIM BBICOKOTOYHBI METOI,
MO3BOJISIIOLIMI KOJUYECTBEHHO M KaueCTBEHHO OLIEHU-
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BaTh COCTOSIHME CETYaTKM, IPOBOAUTH IMPUKU3HEHHYIO
OINTUYECKYI0 OMOMMKPOMETPUIO IMpHIEXKAIIUX K Heil
OT/IEJIOB CTEKJIOBUIHOIO Tejla M XOPUOMIEH, HEOOXOmaM-
MBIii JUISI BO3MOXKHOTI'O BBISIBIIEHUSI BHYTPUPETUHAILHOIO
pacrnionoxenuss PB, koropass He oOHapyxuBaeTcsl Npu
HenpsIMOi O(PTaIbMOCKOIIMU, a TaKXe ULl IIOHUMaHMS
MexaHu3MoB passutus Pb [17, 18];

2) KUJIKOCTHYIO OMOIICHIO BOISIHUCTOM Biaru mnepe-
Heil KaMepbl IJ1a3a, KOTOpask MOXKET ITOMOYb ITOATBEPIUTD
1M onpoBepTHYTh nuarHo3 PB. B HacTosiee Bpems yxe
M3BECTHO, YTO HalMYMe OuasUIeIbHOM AeJelUM BCEro
reHa RBI B BOASIHUCTOI BJlare TMpU 3aTSOKHOM YBEUTE
U BTOPMYHOM IJlaykoMe moaTBepxkaaeT auarHos Pb [19].
B o06pa3uax BOASIHUCTO Bjlark MOXET ObITh MAESHTU(hU-
LIMPOBaHa J0CTaTOYHAs KOHLEHTpalus HYKJICHHOBBIX
kuciaot (JIHK, PHK u muxpoPHK), BbIsIBIEHBI TOYKO-
Bble MyTallUM U COMATUYECKME U3MEHEHUS YMCia KOIMUiA
XPOMOCOMHBIX CErMEHTOB, KOTOPBIE COOTBETCTBYIOT
JHK PBb [20—24]. OTrcyTcTBHE COMATUUECKUX MYyTalMid
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B reHe RBI npu aHaau3e BOASHUCTOM Blaru B COYECTaHUU
C OTCYTCTBUEM TepPMUHAIBHON MyTallMM B KPOBU ITOJTHO-
CThlo uckiovaeT auaruo3 Pb [25];

3) SHyKJIeallMl0 C TMCTOIATOJIOTMYECKUM MCCIEN0-
BaHMEM, KOTOPOE OCTaeTCsI OCHOBHBIM ITOATBEPXKIAIO-
MMM IMArHo3 2JIEMEHTOM M OIpenesisieT dajbHeuInee
JIeYeHue.

OHKOHaACTOPOXXEHHOCTh, MOAPOOHOE M3yuyeHHe aHa-
MHe3a 3a00JIeBaHUS, a TAKKe TIIATSIbHOE KIMHUYECKOE
o0cJiefoBaHMe BaxXKHbI IJISI BceX AeTcKuX 0osesHeil. P
OCTaeTCsl AIMarHOCTUYECKON M KIMHUYECKOI TTpo0IeMO.
IIpencraBieHHOe HaOJIOAEHUE OMMCHIBACT YHUKATbHBIN
clrydait akcTpaopouTtaabHoii IV P ¢ ToTanbHBIM JenTome-
HuUHreanbHbIM TopaxkeHuem LHHC, roe pemuccust 6wuia
JIOCTUTHYTA Ha3HAYEHUEM KPailHE arpeCCUBHOM Teparuu.
HaHHBIN MpUMEP AEMOHCTPUPYET BO3MOXHOCTH COBpE-
MEHHBIX IIPOTOKOJIOB B KPUTUUYECKUX CUTYAIIUSIX, OMHAKO
CO BCeil OYEBUIHOCTBIO JOKA3bIBACT, YTO UX MPUMEHEHHE
SIBJIICTCSI HE CTAHIAPTOM JICYCHMUSI, a MEPOI OTYASTHUS.
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Knunuyeckuit cnyvait MeTacTaTU4eCcKoro nopaXxeHus nevyeHu npu
nanunnspHom pake WUTOBUAHON XXene3bl Yy noagpocTka 15 ner

E.B. bopoaasuna, A.C. Baxmar, M.A. Curos, B.B. Kpsuios, E.!. Kynpusinosa
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Konrakrhabie nannbie: Examepuna Bradumuposna Bopodasuna smysmymrik2007@yandex.ru

B danHoii cmamee npedcmasneno pedkoe KAUHU4ECKoe HAOAOeHUe a2pecCUBH020 MeYeHUs NANULIAPHO20 PAKA WUMOBUOHOL Jcene3bl
Y hayuenmku 15 aem ¢ Haruvuem yHUKanbHo2o 05 0emcK020 03pacma 0moaieHH020 Memacmasupoeanus 6 neveHs. Onucaubvl 6ce smanst
ouazHoCmuKU, NpeocmasieHbl OaHHble 0 NPOBEOCHHOM KOMMACKCHOM NeHEHUU: XUPYPeUueckom (Mupeoudsxmomus ¢ 08YCmopoOHHel
cenekmugHoil wielinoii aumgoduccexyueii) u paduotioomepanuu (PUT) (4 kypca, cymmapnas axmusnocms —15 I'bx). Ha gone PUT
0oCmueHyma nOAHAsI peepeccss Memacmaso8 6 AeeKux U MUMPAmu4ecKux y3nax ueu, OmmeyeHa cmabuius3ayus npoyecca 8 neveHu co
CHUJICEHUeM YPOBHS 3axeama paduopapmnpenapama no OAHHLIM CUUHMUSPADUUECKUX UCCAe008AHUIL U YDOBHS MUpeo2iodyauta 6oaee
uem 6 3,5 paza. Coenan 6v1600 0 603MONCHOCIU DOCUNCEHUSA 8bICOKOTI dppexmusnocmu PHT npu Haauuuu memacmasos e moavko
6 1€2KuX, HO U 6 neveru. TloouepkHyma eancHocmy MyAbMuUOUCUUNAUHAPHO20 NOOX00A U OHKO0A02UHECKOL HACMOPOINCCHHOCIU Y NAUUECHMO08
¢ (hakmopamu 6bICOK020 pUCKa pazeumus peyuousa U npoepeccuposaniis 3a001€6anus.

KiroueBble cioBa: manuuIsipHBIN pak IATOBUIHOM XKeJIe3bl y IETE U TIOAPOCTKOB, METACTA3bl B TICUCHH, PAIMOMOATEPATTHs
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Clinical case of liver metastasis in 15-year-old adolescent with papillary thyroid carcinoma

E.V. Borodavina, A.S. Bakhmat, M.A. Sigov, V.V. Krylov, E.I. Kupriyanova

A.F. Tsyb Medical Radiological Research Center — Branch of the National Medical Research Radiological Centre, Ministry of Health
of Russia; 4 Koroleva St., Obninsk, Kaluga Region, 249031, Russia

This article presents a rare clinical observation of an aggressive course of papillary thyroid carcinoma in a 15-year-old female patient,

featuring distant liver metastasis, which is unique for the pediatric age group. All stages of diagnosis are described. Data on the comprehensive
treatment provided are presented: surgical (radical thyroidectomy with bilateral selective neck lymph node dissection) and radioiodine
therapy (RAIT) (4 courses with a total activity of 15 GBq). Following RAIT, complete regression of metastases in the lungs and cervical
lymph nodes was achieved, and stabilization of the liver lesions was noted, with a decrease in radiopharmaceutical uptake according to
scintigraphic studies and a reduction in thyroglobulin levels by more than 3.5 times. The conclusion is made about the possibility of achieving
high efficacy of RAIT in the presence of metastases not only to the lungs but also to the liver. The importance of a multidisciplinary approach
and oncological vigilance in patients with high-risk factors for disease recurrence and progression is emphasized.
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BBenenue

Pak mwmrtoBuaHoi xenesnl (PLLZK) y nmereit u moa-
POCTKOB BCTpEYaeTcsl ropasio pexe, YeM Y B3POCIbIX,
OTHAKO XapaKTepu3yeTcsl 00jiee arpeCCUBHBIM TEUEHUEM
U yYallle AUarHOCTUpYyeTcsl Ha OoJjiee TMO3IHUX CTaausX
[1—3]. ¥ manmeHTOB 1eTCKOrO BO3pacTa HarboJjee yacToi
dopmoit PIIK asnasgercs manumisipabiii pak (ITPIK).
OH cocraBisier ipuMepHo ot 70 mo 99 % (B cpemHeM
80 %) Bcex popm PIIXK [4—8].

PII2K B neTckoM Bo3pacTe yallle BCTpedaeTcs y 1eBO-
YeK, COOTHOIIEHWE MX ¢ MaJbuMKaMU, IO JaHHBIM pa3-
HBIX MCTOYHMKOB JIUTEpaTyphbl, cocTaBiseT oT 2:1 10
6:1 [9]. Y nmeteif oH XapaKTepH3yeTcss MaJIOCUMITTOMHBIM
TeueHueM. YacTo TepBbBIMU KIWHUYECKUMU IIPOSIBIIC-
HUSIMM 3a00JI€BaHUS SIBJISTIOTCSI BUAMMBIE CO CTOPOHBI
nedopMalms meu U yBeJIMYeHue peruoHapHbIX JuMba-
tuyeckux y3ioB (JIY) [3]. dusg ITPUIK y aeteit u mona-
POCTKOB XapaKTepeH BBICOKHMII TPOLIEHT PEerMOHapHOTO
MeTtactasupoBanus B JIY men (80—90 %), a oTmajgcHHBIC
MeTacTa3bl pa3BuBaloTCcsl IpuMepHo y 30—35 % manueH-
ToB |3, 9]. Kak mpaBuio, B AeTCKOM BO3pacTe OTAaJIEHHbIE
MeTacTa3bl PETUCTPUPYIOTCS B JieTkux 1 JIY cpenocreHus,
OYEHb PEIKO BCTPEUalOTCS KOCTHBIE METacTa3bl, a Mmopa-
>KEHME IIEHTPaTbHOM HEPBHOW CHCTEMBI U JIPYTMX Opra-
HOB BCTpeuyaeTcsl B IMHUYHBIX cydasix |3].

[lepBble maHHBIE O HAJIMYMKU OTAAJCHHOTO MeTacTa-
suposanusg PIIXK y mereit 6bl11 onmcaHbl B 60-X Tomax
npouutoro croaetus: B.J. Duffy et al. (1950 ., 14 HaG10-
nenuit), A. Warren (1953 1., 4 nadomonenus), D.E. Ross
(1957 ., 5 wabmopenwmii), A.B. Hayles et al. (1963 1.,
10 na6monenwii), C.T. Klopp et al. (1967 r., 5 HaGmoe-
Huii), H.I1. MacnoB u coaBt. (1971 1., 87 HaGmoneHuit),
HO BO BCEX 3TUX HAOIIONEHMSIX PETMOHOM BTOPUYHOIO
TMOpPaXXeHUsST SIBJISIETCST TUCCEMUHUPOBAHHBIN TPOIECC
B jierouHoit TkaHu [10]. OnucaHus ciydyaeB MeTacTa3u-
poBaHus B meyeHb y aeteit pu TTPII2K B mocTymHbIX
WCTOYHUKAX JIMTepaTypbl HAWTU He ymajoch. B 3apy-
OCKHOM M OTEYECTBEHHOM JIMTEpaType OIMCAHBI JIIIb
eInHUYHBbIe ciiydyan MetactazupoBaHus [TPIL2K B mouku
[11], yTo MOMUEpPKUBAET YHUKAJIBHOCTh HAILIETO KIMHUYE-
CKOT'O HaOJIIOACHMS.

ComracHO  aHanuM3y  JaHHBIX,  I[POBEICHHOMY
A.A. UnbuHbIM U coaBT. cpeau 215 ngeteit, Hambosee
3HAYMMBIMU  (haKTOpaMM pPHUCKAa Pa3BUTHUS OTIHAJCH-
HBIX METacTa3oB SIBJISIIOTCS BO3pacT MallMeHTa MJIaJIie
12 neT, pa3Mep MepBUYHOIM OMYX0JIM 00Jiee 3 CM U HaJTu4une
MeTacTa3oB B JarepaibHbIX IieiHbx JIY [9]. B MPHII
M. A.@. 1Ipi0a 3a mociennue 15 jaeT pagroiioaTepanmio
(PUT) nmomyunm 815 nmereit, nmetomux ITPIIXK B Bo3-
pacte ot 3 no 18 net. [Ipu 5TOM HU Yy OIHOTO MaleHTa He
ObLTO OOHApYKEHO METACTa30B B MeUyeHb. B naHHOIi pabo-
Te MBI MPEACTABIISIEM TIEPBOE KIMHUIECKOE HaOIIOIeHUE
nanueHTku ¢ [TPII2K 1 meracTtazamu B 1ie4eHb.

Knunuueckuii cyvai

Iayuenmra, 15 1em, 6 ghespane 2024 2. mama 3amemuna
y 14-nemmeii douepu depopmayuro ueu, 8 cés13u c 4em oopa-
MuUAacy 8 NOAUKAUHUKY O MECHY Jcumenbcmea, 20e 0biio
npogedeno yabmpaszeykosoe ucciedosarue (Y3HU) wjumosuo-
Hotl acenesvl (I1[2K) u nymeii aumgpoommoxa. B pezyromame
uccnredosanus evisienenvt yeeauwenue I[2K 6 ocnosHom 3a
cuem KpynHoeo 2un03X02eHH020 3108020 00PA308aHUS 8 NPa -
8ol done, eemepoeeHHOl CIMPYKMYPbl CO CMEULAHHbIM, YCU-
JNEHHbIM KPOBOMOKOM, pazmepamu He meree 60 x 28 x 40 mm,
a makice 08yCmMoporHssA ulelHas aumgadenonamus. Boinos-
HeHa NYHKUUOHHAS OUONCUSL, YUMOAOUHECKU 8epUuUuUpo-
eéan ITPIIK, no cucmeme Bethesda (2023) — kameeopus
VI. B mapme 2024 o. nayuenmka 6viaa npoonepuposara no
Mecmy Hcumenbcmea 6 00seme mupeouodIKmomul ¢ MUKpoxXu-
DPYpeUMEeCKUM He8POAU30M B036PAMHBIX 2O0PMAHHBIX HEPBOS,
ceneKkmueHoll welinoil ouccekyuu (yposenv VI u ypoenu
11—V cnpasa). Tucmonoeuueckoe 3axaouenue noomeepouno
Haauuue NANUAAAPHOZ0 PAKA COAUOH020, (POANUKYASIPHOLO
U COCOMK0B8020 CMPOECHUs C CYOMOMANbHbIM 3aMeUleHUeM
npasoii doau I[2K u nepeweiika. Onyxoav npopacmana
kancyay II2K 6 okpyacarouyio scuposyro kaemuamky. boiau
8blsI6ACHbl BACKYNAPHASL UHBA3US U ONYX0aesvle IMO0bL
6 npoceeme cocydos. Ilepuneepanvroil uneazuu oo6Hapy-
JceHo He Oblno. B kaemuamke weu cnpasa (ypoeuu I1—V)
ovLau oonapyscenvt 12 JIY ¢ cyomomanvHbim 3ameujeHuem
AUMPOUOHOU MKAHU ONYXOAbIO AHANOUYHORO CMPOEHUs
¢ Haauuuem onyxoneeuix 3mb0108 6 npoceeme cocydos,
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uHeasueil 3a npedeavl KANCyavl Y3108 8 OKPYICAOULYIO
acuposyro kaemuamky (puc. 1, 2). B cesa3u ¢ pacnpocmpa-
HeHHOCMbl0 npoyecca nayuenmka Hanpassena ¢ MPHII
um. A.D. Ilviba, ede vinoaHeHo euje 00HO XUPYPIUHECKOe
eMeulamenvcmao 6 obseme OOK0B0I WelHOU AUMPOOUCCeK -
yuu (yposnu I1-V caesa) ¢ pexoncmpykmueHo-naacmute-
ckum Komnonenmom. Ilpu eucmonoeuueckom ucciedoganuu
6 5 uz 14 uccaedosannvix J1Y bvinu visa6reHvl memacmaszol

a o0

Puc. 1. Mukpogomoepaguu eucmonocuueckux npenapamos, oKpacka ee-
MamokcuauHom u 303unom: a — % 10; 6 — x 20. B mxanu I[2K nabarodaemces
POCM paKa coCOMK08020 U PONMUKYAAPHO20 CIPOCHUS. U3 KAEMOK C KPYNHbI-
MU BPOCEeMACHHBIMU, HANAACIMOBAHHBIMU OpYe HA Opyea S0pamu ¢ HaAUHU-
em npodoabHbIX 60p030 U NCeBOOUHKAIO3UL — MOpGhoaoeuMecKas Kapmuha
TIPII2K. B cmpome onyxoau Umeromcs NCamMmoMHble meavld

Fig. 1. Microphotographs of histological sections, hematoxylin-eosin staining:
a— % 10; 6 — x 20. In the thyroid tissue, there is growth of carcinoma with
papillary and follicular architecture arising from cells with large, clear,
overlapping nuclei containing longitudinal grooves and pseudoinclusions —
a morphological picture consistent with papillary thyroid carcinoma.
Psammoma bodies are present in the tumor stroma

a 0

Puc. 2. Mukpogomoepaguu eucmonoeuueckoeo npenapama onyxoau LXK,
OKPACKA 2eMAMOKCUAUHOM U 203UHOM: a — X 5; 6 — X 10. B npoceeme kpyn-
HO020 KPOBEHOCHO20 cocyoa HAbAOaemcs onyxonegulii smoon, npedcmas-
JIeHHbIL COCOYKO08bIMU CIPYKMYPAMU RANUANSPHORO0 PAKA

Fig. 2. Microphotographs of a histological section of thyroid tumor,
hematoxylin-eosin staining: a — x 5; 6 — X 10. In the lumen of a large
blood vessel, a tumor embolus composed of papillary structures of papillary
carcinoma is present

a 0

Puc. 3. Muxpogomoepaghuu eucmonoeuueckoeo npenapama J1¥ ¢ me-
macmasom ITPIK, okpacka eemamokcunurom u 303unom, x 10. B mxanu
JIY cybkancyaapro Habarodaemes memacmas npeumyuecmeeHHo Goiiuky-
AAPHOR0 (€ yuacmKamu nanuaisipHo20) CMpoeHUs: U Haauuuem NnCammomMHbIX
meney 6 cmpome onyxoau

Fig. 3. Microphotographs of a histological section of a lymph node with
metastasis of papillary thyroid carcinoma, hematoxylin-eosin staining, x 10.
In the lymph node tissue, subcapsularly, there is a tumor metastasis with
predominantly follicular architecture, areas of papillary structures, and the
presence of psammoma bodies in the tumor stroma
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ONYX04U NANUANIPHO20 U POANUKYASPHOLO CIMPOEHUL, 00pa-
308AHHOI U3 AMUNUMHBIX KAEMOK ¢ KPYNHbIMU NPOCBEMACH-
Holmu 0pamu. Makcumanvublil pasmep memacmasa 6 no3u-
muerom JIY cocmaeun 4 cm (puc. 3).

B utrone 2024 . nayuenmke 0vi1 nposedeH Kypc paouoiio-
dabnayuu axmuenocmoro 3 T'bk (81 mKu) P'I. Ha gone
9HO0CEHHOU CIUMYAAYUL YPOBEHb MUPE02N00YAUHA COCMA8-
asn 1999 ne/ma. Boiau 6vinoanens nocmmepanegemuyeckas
NAGHAPHAS CYUHmMuUepagus 6 pescume «gce meao» (puc. 4a, 6)
U O0OHO(OMOHHASL IMUCCUOHHAS KOMNBIOMEPHAS MOMO-
epagus/komnviomepnas momoepapus (ODPIKT/KT) 3z0u
unmepeca (puc. 46—0d). CkanupoeaHue npoucxoouno Ha
eubpuonoit cucmeme ODPIKT/KT Discovery NM/CT 670
(GE HealthCare) co cmandapmusimu napamempamu coopa
dannvix ona P'I. Ha naanaprom uccredo8anuu 6vis61eHO
Hakonaenue ' 6 npoexyuu noxca K caesa, akmusnocmo
1,5 % om cuema eéceco mena (CBT). Jlannoe naxkonaenue na
ODPIKT/KT coomeemcmeosano pacnosoiceHHoil napampa-
XeanbHo 0CmamoyHoi mupeoudnoll mxanu. Takce na nao-
CKOCIMHOM U300padceHuu onpedensiioch 04azo60e HaKonie-
Hue Ha epanuye yposneil 1A u 1A cnpasa, axmuenocmo 1 %
om CBT, komopoe 6bl10 pacueHeHo Kak abeppaHmuo pac-
noaoxcennas doavka I2K. B nuxcheii mpemu weu cnpasa
(yposersv VB) n0kanbHblil 04ae HAKONACHUS ¢ AKIMUBHOCINbBIO
1 % om CBT coomeemcmeosan JIY pazmepom 11 %X 9 mm
(puc. 48). Ha naanapuom uccaedosanuu 8u3yaiuzupyemcs
pasHomepHoe oughhysHo nogvliuenHoe Haxonserue 1 ¢ npo-
eKYUU NeeKUX ¢ He3HAYUMENbHBIM NPeodAa0aHUEeM 8 HUICHEM
omaoene npagsoeo Aeek0e0, AKMUBHOCMb HAKONACHUs NO 340-
neii npoexyuu — 17 % om CBT (puc. 4a, 6). Ha ODIKT/
KT onpedensinocy ougghysno noewiuienHoe pacnpedenerue
BI[ ¢ napenxume neekux 6e3 HAAUMUS SAGHBIX MEMACMAMU-
yeckux ouaeos. Ha cpezax KT, evinonnennsix 6 pescume Low
Dose (120 kB, 80 mA, moawuna cpeza 3,75 mm), memacma-
mu1eckoe nopaxdceHue NApeHxXumbl 1eeKux He onpeoesiiocs
(puc. 40). Ymepenrnoe nosviuienue Hakonaenus paduogapm-
npenapama (P®II) ¢ nuxcnem omdene npasoeo ne2koeo Ha
naanapiom uccaedosanuu npu evinoanenuu ODIKT/KT
ObLA0 CBA3AHHO ¢ HaAUHUeM 2UNOOEHCHO020 04ded ¢ HemKu-
Mu koumypamu, pazmepamu 32 X 32 mm Ha epanuye S7, S8
neueHu, pacnofoNCeHH020 CYOKANCYAapHO U npuaedcau,eco
K duagppaeme (puc. 4e).

IIpu nodeomoske k nposedenuro PUT ne Goinu ebinonne-
not Y3U u KT opearoe bprowtHoii nosocmu, maxk Kak coendac-
HO aKMYanbHbIM KAUHUHECKUM PEKOMEHOAUUIM NO AeHeHUI0
PIIK y demeil, o0obpennsix 6 2024 2., smu uccaedosanus
He 6x00am 6 0a308blil OUACHOCMUYECKUT MUHUMYM U 565~
FOMCst 00513amMenbHbIMU AUUD 8 CAYHASX, NOOO3PUMENbHBIX NO
omHuoweHuro Kk meoyarapromy PIIXK [3].

B Oexabpe 2024 o. 6vin nposeden émopoii Kypc PUT
akmuenocmoto 4 I'bx (108 mKu) '1. Ha pone sndocennoi
CMUMYASUUY YPO8eHb mupeoenodbyauna cocmasun 810 ne/ma.

Ilpu  anaauze nposedenHoeo nocmmepaneemMu4ecKo-
20 CKAHUPOBAHUS NO OGHHBIM WAAHAPHOU CUuHmMuUepagpuu
u OPIKT/KT (puc. 5) ocmamounas mians LK He onpede-
asiemes. Coxpansemces ouae namonoeu4eckol euneppurca-
yuu POII na yposne VB weu cnpasa, coomeemcmeyem J1YV
npexcrux pazmepog (11 x 9 um) — 0,2 % (panee — 1 %) om
CBT. MemacmamuuecKkuil o4ae 6 neueHu nPpejicHux pamepos

Knuunyeckue Habnwopenus // Clinical cases
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Puc. 4. [lnanapuas cyunmuepaghus 6 pexcume «ece meno» u ODIKT/KT. Paduoiiooabrayus. [lhanapras cuunmuepaghus 6 08yx npoekyusx: a — nepeousis
(anterior); 6 — 3a0nss (posterior), ommeuaromes A0KaAbHble ovazu Hakonaenus ' ¢ eepxneil mpemu wieu cnpasa, 6 npoexyuu roxca LXK caesa, nuxc-
Hell mpemu wieu cnpaga u ¢ Oup@y3Ho NOGbIUEHHbIM BKAOUEHUEM 8 NPOCKYUU N1e2KUX ¢ HeOOAbUWUM NPeodAA0aHUEeM 8 HUMICHEM Omdene NPago2o Ne2Koeo.
Ouazosoe unmencugroe Hakonaenue '1 ¢ J1Y (cmpeaxa) na axcunnspuoix cpezax OPIKT/KT (8). Memacmamuueckuii ouae (cmpeaxa) é S7, S8 newenu
¢ ymepeHHo noguliienHoim Hakonaenuem PDII (2). Jupgysro nosviuentoe Hakontenue POII ¢ napenxume neekux 6e3 uouM0o20 Memacmamu4eckoeo no-
paxcerus Ha cpezax KT (0)

Fig. 4. Whole-body planar scintigraphy and SPECT/CT. Radioiodine ablation. Planar scintigraphy in two projections: a — anterior,; 6 — posterior, shows local

Joci of 1 uptake in the upper third of the right neck, in the projection of the thyroid bed on the left, and in the lower third of the right neck, as well as diffusely
increased inclusion in the lung projection with slight predominance in the lower part of the right lung. Focal intense 'l uptake in a lymph node (arrow) on axial
SPECT/CT slices (8). A metastatic focus (arrow) in liver segments S7, S8 with moderately increased radiotracer uptake (2). Diffusely increased radiotracer
uptake in the lung parenchyma without visible metastatic involvement on CT slices (0)

a 0 8

Puc. 5. [Tnanapuas cyunmuepagus 6 pexcume «éce meno» u OPDOKT/KT. Bmopoii kypc PHT. Ilnanapuas cyunmuzpagus 6 08yx npoexuusx: a — nepeo-
Hss (anterior); 6 — 3a0uss (posterior), ommeuaromces A0KaAbHbll 04ae Hakontenusi POII 6 Hudicheil mpemu wieu cnpasa u 04az NOBbIUEHHO20 GKAHUEHUs
PDII 6 npoexyuu neuwernu. Ouazosoe unmencusnoe naxonaenue POII ¢ J1Y (cmpenxa) na axcunasphoix cpezax ODPIOKT/KT (8). Memacmamuueckuii ouae
(cmpenka) ¢ S7, S8 newenu ¢ ymepenno nosviuennvim Hakonaenuem PDII (2). Pasnomeproe uzuonoeuueckoe pacnpedenerue POII ¢ napenxume neckux 6e3
8UOUMO20 Memacmamu4eckoeo nopaxcerus Ha cpesax KT (0)

Fig. 5. Whole-body planar scintigraphy and SPECT/CT. Second Course of RAIT. Planar scintigraphy in two projections: a — anterior; 6 — posterior, shows
local foci of radiopharmaceutical uptake in the lower third of the right neck and a focus of increased radiopharmaceutical inclusion in the projection of the
liver. Focal intense radiopharmaceutical uptake in a lymph node (arrow) on axial SPECT/CT slices (8). A metastatic focus (arrow) in liver segments S7, S§
with moderately increased radiopharmaceutical uptake (2). Uniform physiological distribution of the radiopharmaceutical in the lung parenchyma without
visible metastatic involvement on CT slices (0)
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(32 x 32 mm) ¢ yposnem Haxonnenus 1 % (panee — 2 %) om
CBT. Tughghysro nosviuiennoe HaKonaeHue  1e204HOI NapeH-
Xume He onpedensinocs, 00UULl Ypo8eHb BKAIOUEHUs NPenapa-
ma nao npoexyueil aeexux cocmasun 12 % (panee — 17 %)
om CBT.

B mae 2025 e. nayuenmie npogedern mpemuii kypc PUT
axmuerocmuio 4 I'bx (108 mKu) '1. Ha ¢ghone sndoeenroit cmu-
myasayuu yposenv mupeoenodyauna cocmaeun 700,40 ne/ma.

Ilpu awnasuze OauHbIX NAGHAPHOU  CUUHMUSPADUU
6 pedxcume <«ece meno» u ODPIKT/KT coxpansacsa ouae
namonoeuueckoeo Haxonaenus PDII ¢ neuenu 6e3 3Hauumoii
Junamuru 6 unmencuernocmu Hakonaenus (2 % om CBT),
pazmepamu 18 x 16 mm. B aecounoil napeHxume HaKonieHue
B3] ne onpedensinoce. Ha KT wacmu ouazoewix u unguismpa-
MUBHbIX UBMEHEHUL] 8 1e204HOL MKAHU 8bls18AEHO He OblO0.

Bo épems uemeepmoeo kypca PUT axmusnocmuio 4 I'Bx
(108 mKu) P'I coxpansincs edunuunblii ouae namonoeue-
ckotl eunepgpuxcauuu npenapama ¢ S7, S8 nevenu — 1,7 %
om CBT (puc. 6). Ouae06020 Hakonaenus U 8U3yanibHO Ume-
HenHoix JIYV 6 obaacmu weu He obHapyxuceHo. B necounoil
napenxume o4aeos nHaxonaenus POII u obpasosanuii, coom-
BEMCMBYIOUUX MEMACMAMUYECKUM 04AeaM, He OOHAPYICEHO.

Yposenv 3Hd02enHO cMUMYAUPOBAHHO20 MUPeoeno0yAU-
Ha cocmaegun 574 ne/ma.

Oo6cyxKneHne

JlaHHBIN KIMHWYECKUI Caydail MITIOCTPUPYET TUTTAY-
HbIl s peteit criocod auarHoctuku PLLZK Hemocpen-
CTBEHHO I10 MOSIBJICHUIO BUAMMOM nedopmaunu meu [12].

a 0
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WccnenoBatenn oTMevaroT BaxKHOCTh ILIaHOBoro Y3U
2K B mogpocTKOBOM Bo3pacTe [isl 00Jiee paHHETO BBISIB-
JIeHus 3aboyieBaHus [12].

ITpu aHanu3e maHHBIX MALMEHTKHU YK€ Ha MOCeOoIe-
pallMOHHOM 3Talle MOXHO BBISIBUTh 2 U3 3 KIIIOYEBBHIX
MPOTHOCTUYECKUX (DaKTOPOB, OMMCAHHBIX B JINTEPATypE,
KaK TIPeIUKTOPHI Pa3BUTUSI OTHAJIEHHOTO METacTa3upo-
BaHMS: TIOAPOCTKOBBIM BO3PACT M OOIIMPHOE MOpaKeHUe
JaTepanbHbIX melHbIX JIY [9]. [ucTomornueckass KapTuHa
3a0oJieBaHMs, a UMeHHO Hajmuuue omyxonu 2K mammn-
JIIPHOTO TUIIA COJMAHOTO, (hOJUIMKY/ISIPHOTO U COCOYKO-
BOTO CTPOEHUS ¢ CyOTOTaJIbHBIM 3aMelleHreM noau 2K,
a TakKe ¢ MpU3HAKaMU SKCTPATUPEOUIHOIO pacipocTpa-
HEHMsI, BAaCKYJISIPDHOW WMHBa3HM, MYJIBTU(HOKAIbHOCTH
M MAaCCHMBHOIO JIMM(OTeHHOI0 METacTa3MpOBaHUs COOT-
BETCTBYET arpeccuBHoMy BapuaHTy TeueHus ITPLLIK [2].
PUT y TakuX MalUeHTOB SIBISETCS CTAHIAPTHBIM BTOPBIM
3TaroM KOMOMHUPOBAHHOTIO JIeueHUs U Oe3abTepHATUB-
HbIM METOIOM Il Tepalmuy OT—IaJeHHBIX METacTa30B
npu ux Beisieenun [13]. Tposenennast PUT (cymmapHOoii
akTUBHOCTHIO 15 I'BK) 1To3BonmmiIa 100UTHCS 3HAUUTEIBHO-
ro KJIMHUKO-JIA00OPaTOPHOrO OTBETA: TOCTUTHYTA MOJIHAs
perpeccust MeTacTaTUYECKUX OYaroB B JIETKMX U IIEHHBIX
JIY, Takke oTMeYeHO YMEHbILIeHHEe pa3MepOB METaCcTaTH-
YeCKOro oyara B ne4eHHu (puc. 7), 4TO B COBOKYITHOCTHU 110
kputepusiMm RECIST 1.1 cooTBeTCTBYeT YaCTUYHOMY OTBETY.

VYpoBeHb THpEOrOOyNIMHA CHM3WICSA 0Oojee 4YeM
B 3,5 paza (¢ 1999 no 574 Hr/mi1), 4TO CBUAETEILCTBYET
0 3HAYUTEJILHOM YMEHBIIEHUU 00beMa (PYHKIMOHUPYIO-

Puc. 6. [Inanapnas cyunmuepagus 6 pexcume «gce meao» u OPOKT/KT. Yemeepmuiii kype PUT. IInanapnas cyunmuepagus 6 08yx npoeKuyusx: a — ne-
peouss (anterior); 6 — 3a0uss (posterior), ommexaemes 10KaAbHbLI o4ae Hakonaenus 'l ¢ npoexuyuu newenu. CoxpaHaguiuiics 8 me4eHue nepeozo i 6mopo2o
Kypcog yeenuuennviii 1Y ¢ unmencusnoim exarouenuem POII ymenvuuncs ¢ pazmepax (cmpeaka), 6e3 npuznaxog exaovenus ' (8). Memacmamuueckuii
ouae (cmpenka) 6 S7, S8 neuenu ¢ ymepenno nosviuernvim Hakontenuem 31 (2). Pasnomeproe gusuonoeuueckoe pacnpedesenue POII ¢ napenxume reekux
be3 euoumMoeo memacmamuueckoeo nopaxcenus Ha cpesax KT (0)

Fig. 6. Whole-body planar scintigraphy and SPECT/CT. Fourth Course of RAIT. Planar scintigraphy in two projections: a — anterior; 6 — posterior, shows
local foci of 'I uptake in the projection of the liver. An enlarged lymph node that persisted throughout the first and second treatment courses, with intense
radiopharmaceutical uptake, decreased in size (arrow) and showed no evidence of 'I uptake (8). A metastatic focus (arrow) in liver segments S7, S8 with
moderately increased 'l uptake (2). Uniform physiological distribution of the radiopharmaceutical in the lung parenchyma without visible metastatic
involvement on CT slices (0)
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Puc. 7. KT opeanoe oprownoii nonocmu. Ilpu cpasnenuu uccaredoganuii om
28.03.2025 u 01.10.2025 ommeuaemces ymenvuieHue pazmepos 2UN0OeHCHO-
20 0uaz06020 o0pazosarus 6 S8 npasoii doau neveru ¢ 15 do 11 mm 6 dua-
Mempe

Fig. 7. CT of the abdominal organs. In the present study performed on
01.10.2025, compared with the findings from the study of 28.03.2025,
a decrease in the size of the hypodense focal lesion in S8 of the right lobe of the
liver is noted: the dimensions are 11 mm in diameter (01.10.2025), previously
up to 15 mm in diameter (28.03.2025)

1Ieil oIyxoJieBoil TKaHU. Bce 3To 1eMOHCTpUpYeT BbICO-
Kyio abdextuBHOcT PUT Kak MeTona KOHTPOJIS I1cce-
MMWHUPOBAHHBIX U PACMPOCTPAHEHHBIX MPOLIECCOB, YTO
0COOEHHO BaXXHO MPU PEIKUX U arpeCCUBHBIX BapraHTaxX
teueHus [TPIL2K [13]. B Hacrosiiee BpeMsl mauMeHTKa
MPONOJIKAET TOoJyYaThb CYMNPECCUBHYIO TOPMOHAJBHYIO
Tepanuio JeBOTUPOKCUHOM HaTpUsl U HAXOOWUTCS B TPO-
necce nposenerns PUT. OnHako BepOSITHOCTB MOTHOTO
KJIMHUYECKOTO BbI3AOPOBJIEHUS IMPU CTOJIb IIMPOKO pac-
MPOCTPAHEHHBIX Mpolieccax OYeHb HM3Ka M, HAIPOTHUB,
BeJMKa BEPOSITHOCTb Pa3BUTHUS PaaUONOIPE3UCTEHTHO-
ctu (PUP). Pamuoitonpesuctenthsiii PILIK Bctpeuaercst
B MeauMaTpUYecKoil MpakTUKe KpaiiHe penko. B Hacrosi-
LW MOMEHT B MUPE OINMMCAHBI JIUIIb eAMHUYHBIE CTy9an
C KOPOTKUM TEepUOAOM HaOIIONCHUSI, YTO HE IO3BOJISIET
BBIpa0OTaTh MOKa3aTeJIbHbIC PEKOMEHIAIIMU MO TaKTUKE
BeleHMsI Takux TauueHToB. [Ipoao/KuTebHOCTh PUT
1 BBEICHHBIC JICUCOHBIC OMIINN y JAHHOM ITAITUEHTKU OYIyT
peTTaMEHTUPOBAHBI KIMHUYCCKUM OTBETOM Ha JICUCHME
1 YPOBHEM CHITKEHMS TUPEOTIIOOYIMHA. {715 oTipeneieHust
TaKTUKU HaJIbHEHIero BeAeHUS MAllMeHTKH HEeOOXOINM
TIODATEIBHBIA TMHAMWYICCKUI KOHTPOJIb, TaK KaK HAJTITINE
OTIAJICHHBIX METACTa30B SBIISICTCS 3HAYMMBIM (PaKTOPOM
pUCKa pa3BUTHS PELIMIMBA U JaJIbHEMILIEro MPOrpeccupo-
BaHWUs 3a001eBaHusd [9].

TapretHass Tepamnus, O€3yCIOBHO, OTKpbUIA ISl Hac
HOBbIE BO3MOXHOCTHU B JICYEHUU TMALIMEHTOB C Iporpec-
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cupyomnuMm  paguoiioape3ucteHTHEIM — PLI2K, omHako
MAHHBIX, YKAa3bIBAIOIINX Ha €¢ BHICOKYIO 3(D(hEeKTUBHOCTD
y TMalMeHTOB JEeTCKOW BO3paCTHON IpyMIibl, OUeHb MaJIo.
CraHaapTHble TapreTHble IIpernaparbl, MPUMEHseMbIe
y B3pOCJbIX TIPU TporpeccupoBanuy npouecca 1 PUP,
Takue Kak copadeHuO, JIeHBaTUHUO MM KabO3aHTUHUO,
HE UCCJIEIOBAIMCH B OTHOIIEHUU 3(PPEKTUBHOCTU U O€3-
OIIaCHOCTH TP MCIOJIb30BaHUM Y IETeil, TO3TOMY OHU HE
HA3HAYalOTCId B PYTMHHOM KJIMHUYECKOM MPAKTUKE y TaH-
HOU IpyInbl nauueHToB. Ha ceromgHsHmiA AeHb y JaHHOK
KaTeropuu naureHToB B Poccuu paspeliieHbl K MpuMeHe-
HUIO JIMIIb JIBa BbICOKOCEJEKTUBHBIX TapreTHbIX Ipera-
paTa — ceJIepKaTUHUO U JapOTPeKTUHUO/IHTPEKTUHUO.
OmHako BBIOOP STHUX IIPEIapaToB perjlaMEHTUPOBAaH
BO3pacTOM ITallMEHTOB (MCIIOJb3YeTCSl TOJBKO B TpyIlNe
crapiie 12 jeT), a Takke BbISIBJIEHUEM JpaiiBepHbIX MyTa-
mmii: RET nng cennepkaruan6a 1 NTRK nis naporpek-
THHMOA/HTPeKTUHNOA. JIeTCKMe OHKOJOTH, PamaroJIoTH
¥ XMMUOTEpareBTbl OJHO3HAYHO MPULLIA K €IUHOMY
BBIBOAY O TOM, UTO TapreTHas Tepanusl y JeTeil Jo/KHa
MPUMEHSTBCS TOJIBKO MPU Pa3BUTUU KU3HEYTPOXKAIOIINX
COCTOSTHUIA, OYypHOM ITPOTrpPeCcCUpOBaHUN 3a00JIeBaHMUS Ha
CTaHJIAPTHBIX JUHUSIX JIEUeHUsI, a TaKXe 00s3aTeIbHO 10
pelIeHnI0 BpauyeOHO KOMUCCUM B COCTaBE MYJIBTUAMCIIM -
IJIMHAPHOM KOMAaH/IbI.

3akioueHue

JlaHHBII ciyvaii siBisieTcs rnepBbIM B pakTuke MPHLI
M. A.@. 1pi0ba 1pyM MMEIOILIEMCS OIbITE HAOIIOAEHUS
ooitee 815 mereii ¢ ITPIIK v momuepKuBaeT:

1) HeoOXOAMMOCTb  BBICOKOM  OHKOJIOTMYECKOM
HACTOPOXXEHHOCTH, TIIATEJIbHOIO OOCAENOBaHUSI TMPU
nepsuyHoM BbeIssBieHnU TTPIL2K, ocodeHHO y TaiMeHToB
¢ (hakTOpaMM BEICOKOTO PHCKA Pa3BUTHS PEIIMINBA 1 TIPO-
rpeccupoBaHus 3aboneBaHus. K atum dakropam oTHO-
CATCSI: MOJIOAOW BO3pacT, KPYIMHbIE pa3Mepbl NMepBUYHOM
OITyXOJIM, METaCTa3bl B JJaTepabHBIX IIeHHBIX JIV [9];

2) BBICOKYIO 3ddextrBHOCTS PUT maxke mpu Hammauu
METacTa30B B TIEYEHM B JCTCKOI BO3PACTHOM TPYIITIE, YTO
MO3BOJISIET TOOMTHCS CTAOMJIM3alMK TIpoliecca U perpec-
CHUM MeTacTaTu4ecKux ouaros [13];

3) BaXXKHOCTh MYJIBTUANCIUTUIMHAPHOTO IToaxomna. [1pe-
obJyiagaHue y AeTeit 6osee pacpocTpaHeHHBIX (hopM 3a00-
JIeBaHUSI M BbICOKAsI yrpo3a 0oJjiee YacToro pa3BUTUS peLii-
JIIMBOB CTaBAT MeEpel MEXIUCHUIUIMHAPHOM KOMaHIOM
371291 OBITh TOTOBOM K HEOKMITAHHBIM TMATHOCTUICCKIM
HaxozKaM, TPeOYIOIIMM He BCEeT/a CTaHAaPTHBIX TIOXOI0B
K Tepanuu.
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WHTennekTyanbHbie CUCTEMbI NOAAEPKKN NPUHATUSA BPa4e6HbIX
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Beedenue. 3n0xauecmeenHbie HO8000PA308aHUS NOUEK OCIMAOMCS 00HOU U3 HAUOONee 3HAUUMBIX NPOOAEM COBPEMEHHOU OHKOYPOA0UU
u demckoil oukonoeuu. Ilo danusim Bcemuphoii opeanusayuu 30pasooxpanenus (2024), excecodno 6 mupe peeucmpupyemcs Oonee
430 000 Hosbix cayuaes 310Ka4eCmMEeHHbIX HOBO0OPA308AHUL NOYEK, U3 HUX 0K040 S5— 7 % npuxodumcs Ha nayuenmoe maadue 18 sem.

Ileav nacmoswmeii pabomvt — npoOeMOHCMPUPOBAMb, KAK UHMEANEKMYAAbHble NPOSPAMMHbIE DeuleHus YAYyuularom OudaeHOCmUKYy
U NAGHUPOBAHUe AedeHlUs demell U NOOPOCMKO8 ¢ H08000pA308aHUeM NOYeK, HA Mamepuane KAUHU4eCKUX cAy4aes u3 peaivHol npaKmuKu.

Mamepuaavt u memodoi. B uccaedosanue eownu 3 nauyuenma, obcaedogannvix u npoaeventovix Ha 6aze I'bY3 CK «Kpaesas demckas
Kaunuueckas 6onvhuya» u OI'BY «HMHUI] onkonoeuu um. H.H. broxuna» Munzopasa Poccuu. Hcnoavzosanvt npoepammuolii KOMRAEKC
Medvision Al (aemomamusuposannas ceemenmayus u 3D-modeauposanue), cmanoapmHsie NPOMOKOAbL KOMNbIOMEPHOU/MASHUMHO-
DE30HAHCHOL MOMO2padUU U 2UCON02UYECKAs 8ePUPUKALUL.

Pesyasrarbl. Humennrexmyanvhvie uncmpymenmot obecnequiu 6oaee movHoe gvldeseHue KOHMypa onyxoau no CPAGHEHUI0 ¢ aHaN02aMu
(Viewer “Kometa 3Di PACS”, Radiant), ymounenue omnouieHuii ¢ cocyOucmuiMu cmpyKmypamu U KOAU4eCmeeHHYI0 OUeHKY 00sema
nopacenus. Cognadenue npedonepayuonHo20 0uaeHo3a ¢ mopgoaoeueti Obi10 NOAHBIM 80 8CeX CAYHASX, 03 YMOUHEHUS 2UCMOA02UHECK020
nodsapuanma onyxoau. B 1 wuabarodenuu 3D-naanuposanue usMeHUA0 MAKMUKY 6 MNOAb3Y OPeAHOCOXPAHAIOWEH pe3eKuuu.
Hnmpaonepayuontvix 0CA0NCHEHUL He OMMEHeHO, 8U3YAAU3AUUs COKPAMUAA YUCAO OWUOOK 80 8peMs NPOBe0eHUs XUPYPSUYecK02o
BMEUAmenbcmea U N0bICUAA CO2AACO8AHHOCIb NAAHA C PaKMUHeCKUMU OelicmeUsMU Xupypea.

BeiBoabl. Humeepayuss Medvision Al 6 pymunnyo npaKmuky ebinoAHUMA, 0€30NACHA U KAUHUMECKU NOAe3HA — NOMO2aem 6 ebloope
00BeMa Xupypeuueckoeo eMeuwamenscmea u noooepicugaem nepcoHatu3uposantoe npunsmue pewenuil. TpeOylomes npochekmusHbvle
MHOOUEHMPOBbIE UCCAEO08AHUS 0151 KOAUHECHBEHHOU OUEHKU 6AUAHUS HA UCX00bl U PECYPCHYIO IDPEKMUBHOCb.

KiroueBble ci10Ba: nmouyeuHble HOBOOOpa3oBaHusl, HeGPOOIACTOMA, TOUYECYHO-KIICTOUHAS KAPILMHOMA, UCKYCCTBEHHBI MHTEJLIEKT,
3D-monenupoBaHue, 00beMHbBIN PEHACPUHT, TIpeIoINepalioOHHOE JITaHUPOBaHUE, 1eTCKas OHKOJIOTHS
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rmoyvek. Poccuiickuii XXypHal IeTCKOM reMaToioruu 1 oHkojoruu. 2026;13(2):146—52.

HNudopmanus 06 aBropax

A.E. MumiBesioB: reHepaibHbIil qupekrop OO0 «®PeHukemen AW», crienuaiucT 1Mo BU3yalbHON 00paboTke MeIMIIMHCKUX TaHHBIX AO «KKJ/I1»,
WT-menuk, e-mail: studbyuro.ncfu@gmail.com; https://orcid.org/0000-0002-5087-2283

I'b. CarosiH: Hay4HbIi1 COTPYIHMK, Bpau-IeTCKUIT OHKOJIOT I€TCKOTO OHKOJIOTMUECKOTO OTaeaeHust No | (XMMUOTeparu oIyxoJiei
TopakoabaoMuHanbHOM Jlokaauzaun) HWUHW nerckoit oHkosoruu u remaroyioruu uMm. akaa. PAMH JI.A. lypuosa HM UL oHkosoruu

uM. H.H. brioxuHa, e-mail: sagoyan-garik@mail.ru; https://orcid.org/0000-0002-7846-3473, SPIN-kox: 6304-0159

I.B. BrikoBa: K.M.H., 3aBe/iytolliasi OTaeJIeHUeM reMatojioruu u aerckoit onkojorun KAKB r. CraBponoJis, e-mail: gal _bykova@mail.ru;
https://orcid.org/0000-0003-0823-4605

A.M. MuTtpodaHoBa: Bpau-narosoroaHaToM natojoroanaromuyeckoro oraeaeHuss HMUL ATOW um. Imutpus Porauesa,

e-mail: ms.anna.mitrofanova@yandex.ru; https://orcid.org/0000-0002-9788-0504

A.A. Ilyuxos: rnasubiit Bpau KJKB r. CraBpomnos, e-mail: kdkb@skkdkb.ru; https://orcid.org/0009-0003-5495-183X

A.IO. Cywenko: u.0. 3aBenytouieii oraeneHueM jgydyesoii auarnoctuku KJIKDB r. CraBponons, e-mail: arya.xima@yandex.ru;
https://orcid.org/0009-0003-7968-7238

M.B. PybaHcKas: K.M.H., 3aBeIyIolIast IeTCKMM OHKOJIOTUYeCKUM oTaejieHreM Ne 1 (XuMHOoTeparuu ornyxoJieii TopakoabaoMUHAIbHOM
snokanuszauun) HWUUW nerckoit onkosoruy u remarosioruu uM. akaa. PAMH JI.A. lypuosa HM MWL oukonoruu um. H.H. BioxuHa,

e-mail: marishvecova@mail.ru; https://orcid.org/0000-0002-1016-539X

C.P. Bapdonomeesa: 1.M.H., mpodeccop, nupekrop HUU nerckoit onkonoruu u remaronoruu um. akaa. PAMH JI.A. lypnosa HM UL onkonoruu
uM. H.H. Bioxuna, e-mail: s.varfolomeeva@ronc.ru; https://orcid.org/0000-0001-6131-1783, SPIN-kox: 5177-1073

Bkuag aBTopos
Bce aBTOpBI BHEC/IN PABHO3HAYHBII BKJIA]L.




m POCCUCKIN XKYPHAT 252025
POAOr ETCKOW FTEMATONOIWN u OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology TOMAVOL. 13

Intelligent decision support systems for physicians in renal tumors
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Introduction. Malignant neoplasms of the kidney remain one of the most significant problems in modern oncourology and pediatric oncology.
According to the World Health Organization (2024), more than 430,000 new cases of malignant renal neoplasms are registered worldwide
annually, of which approximately 5—7% occur in patients under 18 years of age.

The purpose of the study — to demonstrate how intelligent software solutions improve diagnosis and treatment planning in children and
adolescents with renal neoplasms, based on clinical cases from real-world practice.

Materials and methods. A series of three cases examined and treated at the Stavropol Regional Children’s Clinical Hospital and
the N.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia is presented. Medvision Al (automated
segmentation and 3D modeling), standard computer/magnetic resonance imaging protocols, and histological verification were used.

Results. Intelligent tools provided more accurate delineation of tumor contours compared with analogs (Viewer “Kometa 3Di PACS”,
Radiant), clarified relationships with vascular structures, and enabled quantitative assessment of lesion volume. Preoperative diagnosis fully
matched morphological findings in 3 out of 3 cases, without specification of the histological tumor subtype. In one case, 3D planning changed
the surgical strategy in favor of organ-sparing resection. No intraoperative complications were observed; visualization reduced the number
of intraoperative errors and increased concordance between the surgical plan and the surgeon’s actual actions.

Conclusions. Integration of Medvision Al into routine practice is feasible, safe, and clinically beneficial: it assists in determining the extent
of surgical intervention and supports personalized decision-making. Prospective multicenter studies are required to quantitatively assess its
impact on outcomes and resource efficiency.

Key words: renal neoplasms, nephroblastoma, renal cell carcinoma, artificial intelligence, 3D modeling, volume rendering,
preoperative planning, pediatric oncology
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Bgenenue B mupe peructpupyetcst 6osee 430 000 HOBBIX ciydaeB
HoBooOpa3oBaHust TTOYeK SIBJISIIOTCSI OMHOW M3 HaW-  3JI0KAUYECTBEHHBIX HOBOOOpPA30BaHUI TMOYEK, M3 HUX
6oJiee 3HAUMMBIX TPOBJIEM COBPEMEHHON OHKOYPOJIOTMU  0KOJI0 5—7 % TIpUXOaATCs Ha TallMeHTOB Mutafiie 18 et
u nerckoit onkonoruu. [lo nanueiM Becemuphoii opra- [1, 2]. Cpenu B3pociibiX HamboJiee YacTO BBISIBISIETCS
Hu3anuu 3apaBooxpaHeHusi (BO3; 2024), exerogHo IOYeYHO-KJIETOYHas KapuuHoMa (okojio 85 % ciyda-
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eB), a y JeTeil moMuHUpyeT Hedpobiiactoma (OMyXxoJb
BuibMmca), cocrasnsromnas 6osiee 90 % 3510KadyecTBEH-
HBIX HOBOOOpa30BaHMI MOYEK AeTCKOro Bo3pacTta [1, 2].
K cranmaptHOMYy 0OCIeI0BaHUIO OTHOCSIT YJIBTPa3BY-
koBoe ucciaenoBanue (Y3W), pentreHorpaduioo, KoMm-
nelotepHyo (KT) m marHutHo-pe3oHaHcHyio (MPT)
ToMoOTpaduio, KOTOPbIe MO3BOISIOT BBISIBIASITH OIyXOJIU
IMOYeK, OJAHAKO B PsANE CIydyacB CTaHOAPTHBIC METOIbI
ObIBAIOT HEAOCTATOYHBI.

CoBpeMeHHBII 3Tall pa3BUTUsS MEIUIIMHBI XapaKTe-
pU3yeTCsl TOSIBICHUEM MHTEJUICKTYaIbHBIX MPOrpamMM-
HBIX pEIIeHUH — CHUCTEM, WCHOJb3YIOIINX METOIbI
HUCKycCcTBeHHOro mHTeuiekTa (artificial intelligence, Al),
MaIlIMHHOIO OOy4YeHUs, BUPTyaJlbHOU U HOIOJHEHHOM
peaTbHOCTHU /I IIOMOIIM Bpauy. B neTckoii oHKoyposio-
YUY TaKWE CUCTEMbI CITOCOOHBI HE TOJIbKO aBTOMAaTUUECKU
aHAJIM3UPOBATh MEAUIIMHCKUE M300pakeHNUsI, HO U CO3-
naBaTh TpexMmepHbie (3D) Momenn opraHoB M OMyXOJIei,
BBITIOJIHATh BUPTyaJdbHOE IUIAHWPOBAaHUE OIMepalliu
U Jaxe MpejaraTb BApraHThl TAKTUKM JedeHus. Hampu-
Mep, B IMOCAEAHNUE TOABl B KIMHUKAX MUpPa TECTUPYETCS
HCIIOIb30BaHNE MOJENIei MOUYKU U OITyXOJU C IIpUMEHe-
HUEM CIIeIIMaJbHBIX (DYHKIIUI B MporpamMmax i Mmpo-
cMoTpa, o0beMHOro peHaepunra (volume rendering, VR)
U1 YIydIIeHUs] TPeAoTepallMOHHOTO ITIJIaHUPOBAHMS
YaCTUYHOM UM paguKalbHOM HepakTomuu. [Tpenmnona-
raetcs, yto 3D-monenu B VR yinydinnaloT aHaToMu4decKoe
IMOHMMAaHKWE BPayoM CJIOXKHBIX B3aMMOOTHOILICHUN OITy-
XOJIU C COCYAUCTHIMU CTPYKTYPaMU, YTO MOXKET MOBBICUTD
TOYHOCTb 1 0€30MaCHOCTbh XMPYPTAYECKOTO BMeIIaTelb-
ctBa [3]. Takum 00pa3oM, Ha CThIKE KIMHUYECKON MeIu-
UHBI U Al TOSIBISIOTCSI MHCTPYMEHTBI, IMMOTEHIIMAIbHO
CIIOCOOHbBIE BBHIBECTH AUATHOCTUKY U Je4eHre HOBOOOpa-
30BAHMU ITOYEK HA HOBBIM YPOBEHb KauyeCTBA.

OnHako BHeIpeHUE JIIOObIX HOBIIECTB TPEOYeT KpU-
TUYECKOU OILIEHKU. B murepaType oTMmedaeTcsi, 4YTO,
HECMOTpSI Ha BBICOKHUE IMOKA3aTeJIN BBIKMBACMOCTHU IIPU
JIOKQJIM30BAHHBIX OIMYXOJsIX (Harmpumep, y aeteit 5-yer-
H$IS1 BBDKMBAEMOCTh TIpU He(ppoOIacToMe ceifuac IpeBbI-
maeT 90 % [4]), psia poGiieM OCTaloTCs HEePEIIeHHBIMU.
VY yacty MauMeHTOB AMATHOCTUPYIOTCS peakue (opMbl
OITyXOJIEi TToYeK, He TPeOdyIollre MPOBENACHUSI XUMUOTE-
panuu Ha repBoM 3tare. CleaoBaTeIbHO, ONTUMM3ALIUS
ITOMOIIIY TTALIMEHTaM C OITyXOJISIMU TTOYEK CeTOIHS BKITIO-
yaeT HECKOJIbKO HampaBJICHUI: COBEPIICHCTBOBAaHUE
BU3YAIM3UPYIOLINX TEXHOJIOTUA [IJIS1 paHHEro OOHapyKe-
HUS ¥ TOYHOTO JIOKAJIBHOTO CTaIMPOBAHUS, MIPUMEHEHHE
WHTEJUICKTYaJbHBIX CHUCTEM ISl TUIAHUPOBAHMUS OIllepa-
LI ¥ TIPOTHO3UPOBAHUS Pe3yIbTaTOB.

Ileap HacTosimeii padoThl — OOOOIIUTD KIIMHUYECKUI
OITBIT UCITOJIb30BaHUS MHTEUIEKTYaIbHBIX TPOTrPAMMHBIX
pelIeHNI B IMarHOCTUKE U JICYEHUU OE€TEU 1 OAPOCTKOB
C HOBOOOPA30BaHUSIMHU TOYEK, a TakkKe MpOoaHAIM3UPO-
BaTh 3((GEKTUBHOCTb U OTPAHUYEHUS STUX TEXHOJIOTUIA.

MatepuaJjsl 1 METOIbI

Juzaiin uccaedosanus

B pabGore mpencraBieHbl 0030p W aHaIU3 KIH-
HUYECKOTO OIbITa, a Takxke cepusl ciaydyaeB. bbuin

2’2026
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MpOoaHAIU3UPOBAaHBl HUCTOPUM OOJE3HU IaIlMeHTOB
C OITyXOJISIMU TTOYEK, Y KOTOPBIX B MMPOLIECCE TUATHOCTUKU
U JIeYCHUST TIPUMEHSUIMCh COBPEMEHHBIE ITPOrpaMMHO-
anmapaTHble KOMIUIEKCHI Ha OCHOBe TexHojoruii Al
win 3D-Busyanuzanuu. IlpeactaBieHbl 3 KIMHUYE-
ckux HabmomeHuss u3 CTaBpOIIOJIbCKOM KpaeBoOMl meT-
ckoil kiamHudeckou OospHHUILI 1 HMMUL onHkosorumn
uMm. H.H. brnoxuna (Mocksa). Cpean manueHTOB ObUIN
2 ManpuyMKa u 1 geBoyka B Bo3pacte oT 3 1o 16 yet. [IBa
MalydeHTa HMEIM TUCTOJOTMYECKH ITOATBEPXKICHHYIO
HedpobmacToMy, 1 — IMTOYEYHO-KIIETOYHYIO KapLIMHOMY.

Memodvt duaznocmuru

Bcem marmmeHTaM MpOBOAMIOCH CTaHIAPTHOE OOCe-
JMIOBaHME COIVIACHO KIIMHMYECKUM peKoMeHaausm: Y31
OpIOIIHOM TIOJIOCTU M 3a0pIOIIMHHOTO IMPOCTPAHCTBA,
KT wim MPT pna yTrouHeHUsl XapakTepa U pacrpo-
ctpaHeHHocTu omyxonu, KT jerkux nisg MCKITIOUeHUS
MeTacTa3oB. [ucronornyeckass Bepu(PUKALMS OIYXOJIHN
OCYIIECTBJISIACh MOC/E BBIITOJIHEHHOIO XUPYPIrUUeCcKOro
BMEIIaTeIbCTBA.

HumeaaexkmyaavHole npoepammusie peuteHust

KitoueBbIM OTIMUMEM MPEACTAaBICHHOIO KIMHUYE-
CKOTIO OTbITa CTaJ0 UCMOJIb30BaHUE CHIELIMATbHBIX 1M -
POBBIX TEXHOJIOTUIA JIJTsI aHAJIM3a M300paxkeHUI U TNTaHUPO-
BaHUs JIeueHUs. Bo-miepBbIX, TPUMEHSIICS POrpaMMHBII
koMruiekec Medvision Al — oreuyecTBeHHast pa3paboOTKa,
npeaHa3HaYeHHas ISl TTOCTIIPOLIECCUHTOBOI 00pabOTKU
MEIUIIMHCKIX CHUMKOB C TMOCTPOCHUEM MHTEPAaKTUBHOM
3D-Mopenu opraHoB M IAaTOJOTMYECKMX odyaroB. JlaH-
HBI KOMIUIEKC, IO CYTH, COBMeIllaeT Bo3MoxHocTu VR:
3arpyxasi B Hero pe3yiasraTel KT/MPT, MoxXHO TOIyduTh
3D-peKOHCTPYKIINIO TTOYKU U OITYyXOJIM, KOTOPYIO YIOOHO
paccMaTpuBaTh TOJ JIOOBIM YIJIOM, M3MEPSITh pa3Mephl,
OLIEHMBAaTh B3aMMOOTHOIIICHUS C COCyIaMMU U OKpyKalo-
mmMHu ctpyktypamu. bonee Toro, Medvision Al mo3BosisieT
MOEIUPOBaTh 3TAIbl OMNEPAINU, HAIPUMED, BUPTYaTbHO
MpoOOBaTh pa3aWYHbIC BapUMaHTHI pa3pe3a WU Pe3eKIIUU
OITyXOJIM, TUTAHUPYSI ONTUMAaJIbHBIC JOCTYIT 1 00BEM BMe-
1IaTe/IbCTBA. DTO TO3BOJIMJIO OIEPaTUBHO IOJYyYUTh Ha
9Tafe IMArHOCTUKU JOTOJHUTEIbHYI MHOOpPMAIIUIO:
Hampumep, OLIEHUTb O0BbEM 3A0POBOM IMOYEYHOI TKaHU,
OCTaBIIIEICSI BHE OITyXOJIM (YTO BaXKHO IPU IIAHUPOBAHUU
OpPraHOCOXPAHSIOIICH omepalu), W BBISIBUTh €€ BO3-
MOKHYIO MHBA3UIO B COCYIbI MM OKPYKAIOIIe OPTaHBbl.
Kommiekc Medvision Al (peOpeHAMHT paHee pa3pado-
taHHoro ITO HoloDoctor AR/VR) 6b11 paspaboran mpu
y4acTUU crielaaucToB u3 I. CTaBpomoJis.

Anaaus oannvix

Bce coOpaHHBIE CBeleHUSI MO KaXIOMy KIMHUYE-
CKOMY CJIyyalo IOABEPrajuch KaueCTBEHHOMY aHaJIu3Yy.
Ocoboe BHUMaHHUE YIEIsUIOCh TOMY, KaK IpUMEHEHUe
MHTEJUICKTYaJIbHBIX CUCTEM BJIMSIO Ha JUArHOCTUYECKUM
M JISYEOHBII MpOollecC MO CPAaBHEHUIO CO CTaHIAPTHBIM
noaxonoM. OILICHUBAJIUCh CIEAYIOIIME aCIeKThl: TOY-
HOCTbh M CKOPOCTb IMAarHOCTUKU, TUIAHWPOBaHUE OIlepa-
LMY, KTMHAYECKNE UCXOIbI.

JlaHHBII aHaJIM3 HOCUT OTUCATEIbHBIN XapakTep 0e3
CTaTUCTUYECKON 00pabOTKM BBUAY MaJIOro YHcJia Cliydya-
€B M IIWJIOTHOTO CTaTyca BHEAPEHUs TeXHOJIOTuil. Tem He
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MeHee MOoJIy4eHHbIe HaOJII0AeHISI TTO3BOJISIOT CAeIaTh P
BBIBOJIOB 00 3(h(PeKTUBHOCTU HOBBIX PEIleHUI u chop-
MYJIMPOBATh IMIIOTE3bI IS JaJbHEHIINX UCCIIEIOBAHUIA.
B pasnene «Pe3ynbrarhl» IpeAacTaBIeHO TOAPOOHOE OIU-
caHre 3 TToKa3aTeJIbHbIX KIMHUYSCKUX CIyJ9aeB ¢ WIITIO-
CTpalMsIMU, JEMOHCTPUPYIOIIMMU KITIOUEBbIe MOMEHTHI
IWArHOCTUKY U JICUCHUST ¢ TIPUMEHEHUEM 00CYKIAaeMbIX
TexHojoruii. Bce TmepcoHasbHbIe NaHHBIC MALMEHTOB
00€e3TIMYEHBI.

PesynbraTh

Ha ocHoBe TIpoBeIcHHOTO aHaIM3a MOKHO KOHCTATH-
pPOBaTh, YTO MHTEJUICKTYaJIbHBIC ITPOTPAMMHEIC PEIIICHMST
CYIIIECTBEHHO [MOTIOJIHWIM CTaHAApTHBIE METOIBI TIpU
BeJCHUM TIAlIMEHTOB C HOBOOOPA30BaHUSAMU MOYKU. Bo
Bcex 3 cayyvasx 3D-Busyanuzauus u Al-aHaiu3 yaydiim-
JIM TIOHUMaHUe aHATOMUM OIYXOJIM 1 TIOMOIJIY B TJIaHU-
poBaHuu jeyeHus. B 2 u3 3 HabmoneHuit (oba — metu
¢ HedhpobIacCTOMOI) HOBBIE TEXHOJOTMHU ITO3BOJIMIN
0oJiee YETKO OIPEACINTh TPAHUIIBI OITYXOJIM 1 BOBJICUCH-
HOCTb COCEHUX CTPYKTYP €lle 10 ONePaALU, YTO TTOBIIHU-
SJTO Ha BBIOOP OMTUMAJIBHOTO XMPYPTUYECKOTO JOCTYTa.
B 1 ciyuae (mogpoctok 16 JIeT ¢ MOYeYyHO-KIETOYHBIM
pakoM) ucronb3oBaHue 3D-monenupoBaHus (BU3yaau-
3alM1) CIMOCOOCTBOBAJIO ACTAJIbHOMY MpeaoIepaluioH-
HOMY IIJITAaHMPOBAHUIO, YTO TO3BOJMIO U3MEHUTh 00beM
oIepaluy C Pe3eKIIMK OITyXOJIU MOYKHM Ha paauKalbHYIO0
pe3exno (HedpaKTOMMST), YIUTHIBasl BpacTaHUE oOpa-
30BaHMS B YAIICYHO-JIOXaHOYHYIO CUCTEMY, 1 TIPEIOCTa-
BWJIO XMPYPTUUECKOI OpUTaje JOTOTHUTEIBHYIO YBEPEH-
HOCTb B 0€30MMaCHOCTH XMPYPTUIeCKOTO BMEIIAaTeIbCTBA.
Bo Bcex ciydasx Xupypruyeckoe JIEUEHHE IPOILUIO
YCMEITHO — JOCTUTHYTO IIOJHOE YyIaJieHUE OITyXOJIH,
MocJIeoIepallMOHHbIC OCT0XKHEHMST OTCYTCTBOBAJIH.

Kmamgeckwuii cydaii Ne 1

Ilauyuenm, 16 nem, nocmynun co CHUMNCEHUEM MACCH
mena, 6oavio 8 xcugome u sigaeHusMU nepumonuma. Illpu
obcaedosanuu 0OHapyyIceHa 006eMHAs ONYXO0Ab NPABOU NOY-
Kxu, KT (hpaemernm KopoHapHoll peKOHCMPYKUUU npeocmas-
Aen Ha puc. 1) eviseuna onyxoneewlii y3en, NpaKmu4ecku
NOAHOCMbIO 3AMEWAruUil npagyo NOYKYy, ¢ NPUHAKAMU
pacnpocmpanenust Ha okpyscarouyro kiemuamky. Ilpedea-
pumensubvlii duaeHo3 (0o mopgonoeuueckoil eepugukayuu):
noveuHo-KAemouHulil paxk npaeoii nouxu. Ilayuenm onepu-
POBAH HA NEPEOM IMAne: GbINOAHEHA HeppaKmomus ¢ yoanre-
Huem onyxoau edunvim Oaokom. Ilpumenenue npoepammHozo
3D-modeauposanus (Medvision Al) na smane nodeomoeéxu
K onepayuil no3604uA0 0emanbHo Uy4ums 63auMOOMHOUEHUs!
ONYX0AU ¢ HUJICHEL NOAOLL 8EHOLL U NeYeHbIO. ObL10 NOOMEepiIC-
0eHo, Ymo KPYNHbIX NPOPACMAHUL 6 MU CMPYKMYpbl Hem,
HUJICHASL NOAGsL 8EHA CMEUW|eHA, HO He UHBA3UPOBAHA. IMmo
NOMO210 CNAAHUPOBAMb ONEPAMUGHDbLI 0OCMYN U NPe0BoCXU-
MUmMb 603MOJNCHbIE CA0XCHOCMUL. TUcmonoeuuecKkoe 3aKaoHeHue
8nocaedcmsul NOOmeepoUn0 NOYEUHO-KACMOYHYI0 KAPUUHOMY.
JaumenvHocms HabaodeHus cocmasuna 12 mec.

2’2026

TOMNVOL. 13

Puc. 1. KT nayuenma Ne 1, koponapras peKoHCMPYKUUs, bli6AeH ONY-
X0neevlll y3en, NpaKmu4ecKu HOAHOCHBbI0 3aMelarouull npagyr NoUKy,
¢ NPUBHAKAMU PACHPOCMPAHEHUS HA OKPYICAIOUYIO KAEMUAMKY

Fig. 1. CT scan of patient No. 1, coronary reconstruction, revealed a tumor
node that almost completely replaces the right kidney, with signs of spreading
to the surrounding tissue

Kmmawgeckwmii corygaii Ne 2

Maavuuk, 6 nrem, Habawooaics NO Mecmy HcUmenrbcmea
¢ acanobamu Ha yeeaunerue wcueoma. Ilpu Y3H 6 oproutroii
noA0CmU 8blA6AEH0 00BeMHOe 00PA308aHUe, NOCAE Ye20 NAlU-
enm nanpaeaen 6 HMHUII onxonoeuu um. H.H. baoxuna. Ha
MPT (puc. 2) u KT opeanos 6proutnoii norocmu o6Hapyice-
Ha 0onyxonb A€ol NOYKU, CMewarudas cmpyKmypol Oprou -
Hol noaocmu. Jluaenoz do eucmonoeuu: Hegpobracmoma
€601l NouKU, N0KaAU308anHas cmadus. beia nauama npe-
donepauuornuas xumuomepanus no npomokosy UMBRELLA
SIOP-RTSG 2016 no cxeme eunkpucmun 1,5 me/m?
U GKMUHOMUUUH 45 MKe/Ke 8 meueHue 4 Hed, no36oausuIas
ymenvuums pazmepnsl onyxoau Ha 30 %. Janee evinonnena
onepauuss — He@paKmomus creea ¢ AuMgadeHsKxmomuel.
B dannom cayuae npumenenue Al-naamepopmor 0ns anaruza
KT cviepano eaxcnyio poab 8 naaHuposaHuu: asmomamusu-
posannas 3D-modenv nokazana, 4mo npasas NOUKA He Ume-
em aHomauil u nosHocmoio bepem Ha cebs hyukuuro. Kpome
moeo, 3D-euzyaiuzauus no3eoauaa Xupypey 6UpmydabHoO
0CMOMPemb HOJCKY /€601 NOUKIL: OMMeuanoch OAu3Koe npu-
Aexcanue onyxoau K NOHe4Holl 6eHe, 00HaKo 0e3 ee UHEA3UU.
Yuumeisas smu Oanmvie, onepauuonnas bpueada 3apanee
n0020MOBUAACH K BO3MOJICHLIM CAOJCHOCMAM (Oepicaru
Haeomoese cocyoucmalii 3axicum, npooymaiu nociedosamens-
Hocmb ebldenenus cocydos). lucmonoeuueckoe uccredosa-
Hue nodmeepouno Hegpobaacmomy (CMeuwlanHwlil 8apuanm,
2pynna npomeNcymouyHo2o pucka) 6e3 NpusHaKos uHeazuu
6 cocyovl; 6 2 uz 10 yoanrenHwix aumgpamuuecKux y3n06
BblsI6ACHbl MEMACMA3bl, 8 C653U C HeM Oblia YCMAHOBAEHA
111 noxanvnas cmadus. Ilocae onepauuu nayuenm npouien
Kypc adel08aHMHOI XUMUOAYHEGOU mepanuu. Jlaumens-
Hocmb HabA0deHus cocmasuna 26 mec.

Kmuaugeckwuii coryvaii Ne 3

Jlesouxa, 4 eoda. 3abonesanue nposeuUAOCH OMHOCU-
MeAbHO 0Cmpo: poOUmeny ommeuany y pebeHKa CHUdMNCeHue
annemuma, 6aednocmo, yeeauuenHolll wcueom. B HMHUI]
oukonoeuu um. H.H. baoxuna nayuenmka nocmynuna yice
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Puc. 2. MPT nayuenma Ne 2, koponanvhas npoekuyus, pexcum T2, evisene-
Ha Heghpobaacmoma (onyxons Buavmca)

Fig. 2. MRI of patient No. 2, coronal projection, T2 mode, nephroblastoma
(Wilms tumor) was detected

C YCMAHOBAEHHbIM NO MECHY JICUMEeNbCMEa NO003DeHUeM
Ha onyxons npaeoil nouku. KT ¢ koumpacmusim ycuieHuem
sblasuUNa KpYNHOe obpa3osaHue pazmepamu 12 x 10 %X 16 cm
6 NPOeKyUlU NPasoll NOYKU, C YMePeHHbIM HAKONACHUeM KOH-
mpacma u HeoOHOPOOHOU CMPYKMYPOIL, npasas 004s neveHu
cmeuena Keepxy, Ho be3 ouazoguix usmernenuil. [lpedonepayu-
OHHbLI UaeHO3: Heghpobaacmoma npasoil NoYKU, 10KAAU30-
éannas cmaous. Tlpumenen noanblil KOMHAEKC COBPEMEHHBIX
mexnonoeuti: pesyrsmamst KT 3aepyxcenvt ¢ Medvision Al,
noayuena unmepakmuenas 3D-modens. Ilpu ee ananuze
0coboe gHUMaHUe 0blL10 00pPAUeHO Ha 00AaCTb 60POM NOUKU:
noodo3peHue HA 808eUeHlUe ceeMeHmapHblx cocydos. Bupmy-
ANbHO PA36epHY8 M00eAb, XUpype 0emanbHO paccMompen Xo0
nOYe4HOU apmepuu U 6eHbl — OHU OKA3AAUCH OMMECHeHbl
ONYX0Nbl0, HO NPOXOOUMbL. DMO HAOAOeHUe NOCAYICUN0
apeymMeHmoM 6 HNO0Ab3Y BbINOAHEHUS 0pP2AHOCOXPAHSIOUWel
onepayuu. Ilocre 4 Hed npedonepauuonHoll xumuomepa-
nuu 06sem Onyxoau 3HauumenvHo ymenvuiuacs — Ha 92 %,
desouke nposeau HACMUUHYIO pe3eKyulo Npagoll NovkKu
(HeghpoHcOepeearouwas onepayus), y0aius oCmMamo4Hyr
ONyXoab U COXPAHUB (DYHKUUOHUDYIOUYI0 HACMb OpPeaHd.
OkoHuamensHoe eucmonoeuueckoe 3aKaioueHue: Hegpo-
onracmoma, peepeccusHblil  8apUAHM,  NPOMEINCYMOUHAsS
epynna pucka, rokanvHas cmaous 11, Jlannolii kaunuveckui
npumep OeMOHCMpuUpyem, Ymo UHmMeANeKMYaabHble MEeXHO-
A02UU MO2Ym CHOCOOCMB08aMb UHOUBUOYAAUUPOBAHHOMY
no0xody: NPOAHAAU3UPOBA8 UUDPOBYH MOOeNb ONYXOAU, Mbl
NPUHSAAU peuleHie Omolimu om cmanoapmHoll padukanbHoi
He@pIKMOMUU U CMOAU YCNEUIHO 8bINOAHUMb 0P2AHOCOXPA -
HAIOWYI0 ONEpayuio.
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Puc. 3. MPT nayuenmicu No 3, pexcum T1, evisenena negppobracmoma
Fig. 3. MRI of patient No. 3, Tl mode, revealed nephroblastoma

OocyxaeHue

Bo Bcex onmMcaHHBIX CilyyasiX HOBbIE METOIbI BHECIU
LICHHYI0O MHMOpMalMI0 B IUMAarHOCTUYECKYIO KapTUHY
U TOBJIUSUIM Ha TaKTUKY. 3D-Busyanuzanus ¢ MOAEJIUpPO-
BaHMEM M IJTAHMPOBAHUEM OTlepallyi MOATBEPAUIA CBOIO
MPUTOAHOCTb IJISI OMNpPEACICHUs] CIOXHBIX OITyXOJIeH,
0COOCHHO MpH IJIAHUPOBAHUU XMPYPTUYECKUX BMella-
TEJILCTB. ABTOMATU3MPOBAHHBIM aHAIN3 M300pakeHUM
¢ noMolbio Al Mmokaszan BBICOKYIO TOUHOCTh B CEIMEH-
TallM¥ OIMYyXOJM M HOPMAJbHBIX CTPYKTYpP, XOTSI TpeOo-
BaJ KOHTPOJISI CO CTOPOHBI Bpaya (HEKOTOpPbIE MEJIKHUE
JeTaau MPUXOAUIOCh JOJAeIbIBaTh BPYYHYIO, HAIIPUMED,
JIOPUCOBBIBAaTh KOHTYPHl OYE€Hb TOHKUX cocynoB). Hu
B OIHOM CJydyae HUHTe/JIeKTyajJbHas CHCTeMa He Jaja
JIOXKHOHETAaTUBHBIX pPe3yJbTaToB (T. €. He IPOIyCTU-
Jla OmyxoJib WM MeTacTa3bl). B KJIMHUYECKOM ciydae
Ne 3 (meBouka 4 jeT) mporpaMMHBII aHAIU3 JaXe MOMOT
BBISIBUTh 30HY MOTEHILIMAJIbHOIO HHTepeca (BOBJICYEH-
HOCTb COCYIOB), Ha KOTOPYIO CJI€A0BaJ0 0OpaTUTh BHU-
MaHMUe XUpypry. B coBOKymHOCTM pe3ysbTaThl Halllero
HEOOJIbIIOrO MCCAENOBAaHUS TEMOHCTPUPYIOT BBIMOJHU-
MOCTbh M 0€30IaCHOCTb MHTErpaliuiyd MHTEIICKTyalbHbIX
TEXHOJIOTUI B IPOLIECC BEAEHUSI OOJIbHBIX C OMyXOJSIMU
noyek. /laxxe Ha orpaHMYEHHOM YMCJIe TPUMEPOB BUIHO,
YTO OHHU CIOCOOHBI YJIYUYIIUTh BU3Yyadu3alUi0, TOMOYb
B BBIOOpE ONTUMAJILHOTO 00beMa Orepaluyd U B UTOre
CMOCOOCTBOBATh YCIEIITHOMY MCXOIY JICUECHMUSI.

Hacrosiiee uccienoBaHue, OCHOBAHHOE Ha aHalu3e
3 KJIMHMYECKMX CJydyaeB, KOHEUYHO, HE MpPEeTeHAyeT Ha
HMCYEPITbIBAIOIIYI0 CTAaTUCTUYECKYIO J10KAa3aTeJbHOCTb.
OnHako IMoJay4YeHHbIe JaHHBIE MO3BOJISIIOT OOCYAUTD PSIT
BaXKHBIX aCMIEKTOB MPUMEHEHUSI MUHTEJUIEKTYaJIbHBIX ITPO-
rPaMMHBIX PELIEHUI B OHKOYPOJIOTHUM, COTIOCTaBUB HaIll
OIIBIT C JAHHBIMU JUTEPATYPbl U OLIEHUB IEPCIEKTUBbI
JaJIbHEMIIIETO pa3BUTHS.
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Yayuwenue anamomuueckoii euzyaiuzauuu u naaHupo-
6aHus onepauuu

OmHMM U3 caMbIX OYEBUIHBIX JOCTOMHCTB 3D-Mome-
JIMPOBAHMS U UCTIOIb30BaHUs DyHKIIMoHana VR saBiseT-
cs1 0oJiee HaIISIAHOE TIPEICTaBIeHEe aHATOMUM OITYXOJIH.
B mpencraBieHHBIX Cliydasx Bpaud OTMeYasd, YTO BO3-
MOXHOCTb ITOKPYTUTb BUPTYAJIbHYIO TTOUYKY B pyKax JacT
COBEpILIEHHO MHOE OIIYyIIIeHNEe MacIlTaba U pacIioaoxe-
HUSI OITYXOJIEBOTO y3J1a, YeM IIPOCMOTP OOBIYHBIX TNIOCKMX
cpes3oB KT, a Takke MOCI0MHO MOCMOTPETh OKPY:KaloIe
TKaHU M OpraHbl. OTO CYyOBEKTUBHOE BIIEUATICHUE COOT-
BETCTBYET I MUPOBOMY OITBITY: HaripuMep, B Hunepnanmax
ceifyac MpoBOIUTCS PpaHIOMU3NPOBAHHOE UCCICIOBaHNUE,
OLICHUBAIOIIEE BIUSHUE BU3yaIM3allMd U TEXHOJIOTUU
VR-mopeneii Ha miaHupoBaHUe HE(DPIKTOMUIA, OKMIA-
ercs, uTo VR MOBBICUT COTIacOBaHHOCTD IIpeaornepaliy-
OHHOTO TUTaHa ¢ (haKTUUYECKUMU MHTPAOTIePAIlIOHHBIMU
nercTBusIMU xupypra [5]. Hamr onbIT monrBepxuaeT 3Ty
HJIeI0: B cllydae ¢ He(poOJacToMol y 4-JIeTHEI AeBOYKM
3D-Momenb Mo3BoJIMIa MOJ00paTh OPraHOCOXPAHSIOIIYIO
TaKTUKY, TOTJA Kak 0e3 Hee, BEpOSITHO, ObLia Obl BBIIIOJI-
HeHa cTaHaapTHas HedpakTomus. BaxkHoO MOTUYEepKHYTH,
yto 3D-Busyanuzainusi OCOOCHHO TIIOJIe3Ha MOJIOABIM
XUpypraM WIN CHelUalINCTaM, HE MMEIOIINM OOJIBIIIO-
IO OIbITa MOMZOOHBIX OIMEpalrii, — OHa CIY>KUT CBOETO
poma TpeHaxkepoMm. B nuTepaType ommcaHbl MOI0OHBIC
mpuMephl, Koraa VR-TeXHOIOrMy MCIONIb30BAINCH IS
00yJYeHUsI W TIOBBIIICHUS YBEPEHHOCTH Bpaueil Iepen
CIIOKHBIMU BMelIaTenbcTBaMu [3]. bonee Toro, miatdop-
MbI TUIIa Medvision Al MOryT ObITh LIEHHBI B KOMaHIHOM
00CYXJIEHUM TaKTUKU: coOpaB XUPYpProB, aHECTE3UO-
JIOTOB, PaauOJIOrOB BOKPYT TOJIOTpaMMBbI MMOYKH, Jerde
COBMECTHO MpoayMaThb IUIAaH U TNPEABUICTh DPUCKM.
C nopyroii CTOPOHBI, HAIl OTBIT BRISIBUI M OIPaHUYCHMUS
TEeKYILIMX TexHoJioruii. Tak, pa3penraionias CliocOOHOCTb
U KOHTPACTHOCTb BUPTYAJIbHON MOAEIM HAMIpPSIMYIO
3aBUCIT OT ucxonHbiX gaHHbIXx KT/MPT. Eciu Tomo-
rpacdus BBIIIOJTHEHA B HE CaMOM JIy4YllleM KadyecTBe, TO
n 3D-mopenb OymeT ynpoieHHol. Hampumep, Menkue
MeTacTasbl B IMMGAaTUISCKUX y3aX WIM TOHKUE Mepu-
TOHeaJbHbIC HAJOXEHUS MOTYT OBITh HE TPeACTaBICHbI
Ha mopaenu. [TosTomy, monarasch Ha VR, Helb3st OTKa3bI-
BaTbCs OT TIIATEJbHOI'O M3YYEHUs] UCXOMHBIX CHUMKOB
U KIMHUYECKMX JaHHBIX. B mpencTaBaeHHBIX CilIydasx
MBI coueTaiM 00a IMoAXoda: CHavyaja MoApoOHO aHaIu-
3MPOBaAJIM CTAaHAAPTHHIE N300pakeHUsI, 3aTeM TOIOJHU-
TEeJbHO paccMaTpUBaiyd BUPTYyaJIbHYIO MOAEb. Takoit
KOMILIEKCHBIM TOAXON oKa3zalicsl Haubolsiee MHMopma-
TUBHBIM.

Poab uckyccmeennozo unmennexma 6 duazHocmuxe

ABTOMAaTM3MPOBAHHBIN aHATIN3 MEIUITMHCKUX 1300pa-
JKEHUI ¢ TTOMOIIbIO aJITOPUTMOB IJTyOOKOTO OOYYeHUST —
ellle OJHO TMEePCIIeKTUBHOE HallpaBieHue. B Hamux mpu-
Mepax Al-Momysb BBITIOJTHSUT B OCHOBHOM UG GbepeHII-
POBKY, IOACBEYMBAHME — OTAEJICHUE OITyXOJU OT HOp-
MaJIbHBIX CTPYKTYP C MOSICHEHHMEM o auarHosy. Harm
HaOJI0IeHUS MMOATBEPXKIAIT, YTO Al-alropuT™Mbel MOryT
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BBIICJISATh OIMYXOJb HE XyXXKe 3KCIlepTa-peHTIeHOJIora,
Mo KpaitHeii Mepe, B TUIIMYHBIX ciydasx. OQHAKO MbI
CTOJIKHYJIUCh M C TUIIMYHBIMU ITPOOJEMaMU: aJrOpUTM
WHOTIJA OIIMOAJICSl Ha KpasiX M300paxkKeHMsI, «IIPUXBAThI-
Bajl» JIUIIHUE objlacTu (HampuUMep, TYCTO PaCIIOJIOKEH-
Hble JuM@daTUYEeCKue Yy3/JIbl MOT OLIMOOYHO OKpPACHUTh
KaK eIWHBII KOHIJIoMepar omyxoyu). Takum obpaszoMm,
TeKyIlee cocTossHue Al B paguoIoruu — 3To peXXuM acCcu-
CTEHTa, a HE CaMOCTOSITeIbHOrO AuarHocta. Hamr momxon
COIIacyeTcs ¢ 9TUM: Mbl paccMaTpuBanu Al Kak mosje3Hoe
JIOTIOJTHEHUEe, HO OKOHYAaTeJIbHbIC pElIeHUs IpUHUMAa-
JINCh KOHCWIMYMOM CIICIIMAJIMCTOB, OMUPAasICh Ha BECh
KOMIUIEKC JaHHBIX.

BaxHO OTMETUTH, UTO HU OAHA M3 IPUMEHEHHBIX
HaMM TEXHOJOTUI HE IPOTUBOPEUYUT HAECUCTBYIOLIMM
KJIMHUYECKUM PEKOMEHIALIMSIM, HAlpOTUB, OHU BIIU-
CHIBAIOTCS B HMX, YTOUHSISI OTHE/NbHBbIE 3Tambl. Hampu-
Mep, MEXIyHapoAHble pPYKOBOACTBA IO JICUCHUIO
Hedpoobmactomel (SIOP, COG) TpeOyroT TIIaTeabHOM
BU3YAIM3allUM TOYKU U OIYXOJIW TIepen JIeUYCHUEM,
Briouass KT/MPT o6promHoit monoctn u KT rpynHoit
kieTk. Haimr ombIT mokasbeiBaeT, uto 3D-1mocTodpabor-
Ka 3TUX M300paxkeHUil He TOJbKO HE MeIllaeT, HO U CIIO-
COOCTBYeT JIydllleii MHTepIpeTalu. B OymyiieM MOXHO
OXMJATb, YTO B PEKOMEHAALMN OYIyT BHECEHBI ITyHKTBI
0 BO3MOXXHOCTH TIPUMEHEHUs TOMOTHEHHON peaabHOCTU
MIPY TJTAHMPOBAHUY CJIOXKHBIX OIepaIliii, — COOTBETCTBY-
IOIIIMe TIPELICACHTHI YK MOSIBIISIOTCS B IUTeparype. Tak-
JKe BepOSITHO BKIIIoYeHue Al B cTaHIapThl IMAarHOCTUKU,
HO 37IeCh MOTpeOyIOTCsS OOJIbIIME UCCaenoBaHus. TeM He
MeHee nepBble maru caenaHbl: B 2021—2022 TT. BBILLIK
paboThI, JEMOHCTPUPYIOIINE YCIEITHOE MCIIOIb30BaHUE
Al nys pacno3HaBaHUS 3JI0KaYeCTBEHHBIX 00pa30BaHMIA
nouku Ha KT, mpenckazaHus MOATUIIOB paKa 1o T'MCTOJI0-
ruud (HampuMep, OIpeAeieHNe arpeCCUBHOCTH OITYXOJIHN
10 paJlOMUKE) U T. 1.

BoiBoasl

WMHrerpauyss MHTEUICKTYaJbHBIX TEXHOJOTUIA yIyd-
LIAeT KaYeCTBO OTUArHOCTUKM IOYEYHBIX HOBOOOpPa30Ba-
Huit. IIpumeHenune 3D-mopenupoBaHUsI, BUPTYabHOM
M JIONOJHEHHOM peallbHOCTU IIO3BOJISIET 0oJiee YETKO
BU3YyaJIM31MPOBAaTh aHATOMMIO OIYXOJIM U €€ OTHOLICHUE
K OKpYXalolIMM CTPYKTYpaM, YTO MOBBIIIAET TOYHOCTb
CTaIMpPOBAaHMSI M IIOMOTaeT IUIAHUPOBATh JIEYCHUE.
B mpencraBieHHBIX KIMHWYECKUX ciydasx VR-momenu
u nioctrpoueccudr KT manu momoaHuTenbHY0 MHOOP-
MallMio, He IOJYYeHHYIO CTaHAapTHBIMU METOAaMHu,
OCOOEHHO B CJIOXHBIX CUTyalusx (OOJbIIME OITyXOJIH,
HEOIHO3HAYHOE PaCIIPOCTPaHEHUE MpoLecca).

IIporpammHble pelieHust Ha ocHoBe Al crmocoOHBI
MOBBICUTh 3(P(GEKTUBHOCTL JIEYEHUST 3a CYET IIep-
COHaIM3alUMU Ioaxona. ABTOMATUYECKUI aHalu3
MEIMLIMHCKUX M300paxKeHUil (CErMEHTallUsl OILyXOJIH,
noctpoeHne 3D-peKOHCTPYKLMiI) ycKopsieT paboTy
Bpadeil U crocoOCTByeT 0oJiee TOUHOMY ILIaHHMPOBA-
HUIO onepauuu. KiIMHUYECKUiT OMBIT CBUACTEILCTBY-
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eT 0 0e30macHOCTU U 1eJIecOO0OPa3HOCTU BHEAPEHUS
HOBBIX TEXHOJIOTMII B IPaKTHUKY OHKOYpoJjioros. Bce
BMeIIIaTeIbCTBA, BBIMIOJHEHHBIE C MOAIEPXKON Mpo-
rpaMMHOI0 KoMmIuiekca u Al, mpouuiy ycneurHo, 0e3
YBEJIMYEHUSI IJIUTEIBHOCTH OIlepalldii U ITOMOJHU-
TeNbHBIX OCOXHeHMIi. B 1 cinyyae ucnonn3oBanue VR
ITOMOTJIO IIPUHSTH pellieHre B MOJb3Y OPraHOCOXpaHSI-
IoIIei oTepaluu, 4TO YIYIIIMIO UCXOM JJISl MaleHTa.
Takum oOpa3oM, MHTEUIEKTyaJIbHBIE CHUCTEMBI MOTYT
MOTIOJHATh CYIISCTBYIOIIME CTaHOAPTHI, ITOBBIIIAS
nx 3¢@deKTUBHOCTL. BaxkHoe ycioBHe — coXpaHeHHUe
JIMAVPYIOIIEH pOJIM Bpada: pelleHUs] MTOJKHBI MPUHU-
MaTbCs CIeIUaTMCTOM, a IIPOrpaMMBbl UTPAIOT BCIIOMO-
raTeJbHYIO POJb.

HeoOxonumbl gaiabHeilne uccliefoBaHUsI U o0yde-
Hue TnepcoHana. s OKOHYaTeJIbHOIo J0Ka3aTeIbCTBa
MPEUMYIIECTB HOBBIX TEXHOJIOTUI TpeOyloTcst Ooliee
MaclITaOHbIe CpaBHUTEJIbHBIE NCCIeIOBaHMs, COOpP CTa-
TUCTUKMU T10 OTAAJICHHBIM pe3yabTaTaM (BbDKMBAEMOCTb,
peLManuBbI, KA4eCTBO XKMU3HU). TakKe cleayeT yYUThIBaTh
9KOHOMMYECKYIO COCTAaBIISIONIYI0O — OIEHUTh OKYyIae-
MOCTb BHEIpEHUs Takux cucteM. [lapamienbHo KpaiiHe
BaXkHO 00y4JaTh Bpadeli paboTe ¢ HOBBIM MHCTPYMEHTA-
pueM.
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Ilepcnexmuest pazeumus

OnTuMM3anus AUATHOCTUKUA M JICYCHUS] MOYCUHBIX
HOBOOOpa3oBaHMII — AWHAMUYHO pa3BHUBAIOIIASICS
00J1aCTh, TAe MEAUIIMHA TECHO MEePETUIeTaeTCs C BHICOKU -
MU TeXHOJOTUSIMM. B OmKaifiime roasl MOXXHO OXKUIATh
MOsSIBJIeHUsI Bce 0Oojee IPOABUMHYTHIX Al-aaroputMmos,
CIIOCOOHBIX TMpencKas3biBaTh 3(PPEKTUBHOCTL XUMUOTE-
panuu, pUCK peluanuBa U T. 1. Ha OCHOBE OOBEIMHEHUS
OobIINX NaHHBIX. 3D-Momen MOryT cTaTh MHTEPAKTUB-
HBIMU Y4€OHBIMM ITOCOOMSIMU U CTAHAAPTHBIM 3JIEMEHTOM
MpeaonepalMOHHbIX KOHCUINYMOB. Bo3MmoxHO, OymyT
CO3IaHbl 9KOCUCTEMBI ITOAACPKKU PEIICHUM, IIe KaXKIbIA
clIyday malMeHTa NPOTOHSETCS Yepe3 KOMILIEKC MOAEIEe
(pamMoOrMuecKoi, MaTOJOTMYEeCKO, TeHOMHOI) s
BbIIAYM PEKOMEHIALIMK TI0 ONTUMAJIBbHOMY JICYCHUIO.
3ajgaya BpauyeOHOTO COOOIIECTBAa — Yy4acTBOBAaTh B 3TOM
mpoliecce, HaIpabissl pa3BUTHE TEXHOJOTUI B pyc-
JIO peajbHBIX IOTpeOHOCTEell KIMHUKM. B IieHTpe Bcex
VHHOBALIMI JOJKEH OCTaBaThCs MallMeHT — KOHEYHBIMU
LEJSIMU ONTUMM3AIIMU SIBJISIIOTCS YBEJMYEHUE ITPOHOJI-
KUTEJIbHOCTU U YJIyUIlIeHHWe KauyecTBa KU3HU OOJbHBIX
¢ omyxoysiMu 1movyek. OObeTMHUB HAKOIUJICHHBIN KJIMHU-
YECKUI OIBIT C MOIIBIO MHTEJIEKTYaIbHBIX ITPOTPaMM,
MBI CMOKEM IOCTUYD 3TOM IIeIH.

NUTEPATYPA / REFERENCES

1. Hsieh J.J., Purdue M.P,, Signoretti S., Swanton C., Albiges L.,
Schmidinger M., Heng D.Y., Larkin J., Ficarra V. Renal cell
carcinoma. Nat Rev Dis Primers. 2017;3:17009.
doi: 10.1038/nrdp.2017.9. PMID: 28276433; PMCID: PMC5936048.

2. Steliarova-Foucher E., Colombet M., Ries L.A.G., Moreno F.,
Dolya A., Bray F., Hesseling P., Shin H.Y., Stiller C.A.; 1ICC-3
contributors. International incidence of childhood cancer, 2001-10:
a population-based registry study. Lancet Oncol. 2017;18(6):719-31.
doi: 10.1016/S1470-2045(17)30186-9. Epub 2017 Apr 11. Erratum in:
Lancet Oncol. 2017;18(6):e301. doi: 10.1016/S1470-2045(17)30369-8.
PMID: 28410997; PMCID: PMC5461370.

3. Buser M.A.D., de Groot N.T., Simons D.C., Littooij A.S.,
Wijnen M.HW.A., van de Ven C.P., van den Heuvel-Eibrink M.M.,
Fitski M., van der Steeg A.FW. Deep learning-based Wilms tumor
segmentation to create 3D models for surgical planning:
Implementation in the clinical workflow. J Pediatr Surg.

2026;61(7):163151. doi: 10.1016/j.jpedsurg.2026.163151. Epub 2026 Apr 25.
PMID: 42044738.

4. van den Heuvel-Eibrink M.M., Hol J.A., Pritchard-Jones K.,
van Tinteren H., Furtwéngler R., Verschuur A.C., Vujanic G.M.,
Leuschner I., Brok J., Riibe C., Smets A.M., Janssens G.O.,
Godzinski J., Ramirez-Villar G.L., de Camargo B., Segers H.,
Collini P., Gessler M., Bergeron C., Spreafico F., Graf N.; International
Society of Paediatric Oncology — Renal Tumour Study Group (SIOP-
RTSG). Position paper: Rationale for the treatment of Wilms tumour
in the UMBRELLA SIOP-RTSG 2016 protocol. Nat Rev Urol.
2017;14(12):743-52. doi: 10.1038/nrurol.2017.163. Epub 2017 Oct 31.
PMID: 29089605.

5. Tapiero S., Karani R., Limfueco L., Xie L., Jefferson F.A.,
Reinwart C., Okhunov Z., Clayman R.V., Landman J. Evaluation of
interactive virtual reality as a preoperative aid in localizing renal
tumors. J Endourol. 2020;34(11):1180-7. doi: 10.1089/end.2020.0234.
Epub 2020 Jul 29. PMID: 32597217.

Cratbst mocTynuia B peaakiuio: 16.03.2026. I[Mpunsita B mevats: 23.06.2026.
Article was received by the editorial staff: 16.03.2026. Accepted for publication: 23.06.2026.



@ POCCUIACKNIA XXYPHAT 252025

POAOr [ETCKOW FEMATONOMAV u OHKONOTWW // Russian Journal of Pediatric Hematology and Oncology TOMNVOL. 13

https://doi.org/10.21682/2311-1267-2026-13-2-153-155 D)

Pe3onounus Cosetra akcneproB «HoBaf Knaccuka — HoOBble FrOPU30HTbI.
NvHyTyKCcumab 6eta B Tepanun GD2-n03NTUBHBIX 3/10Ka4€CTBEHHbIX
HOBOOOpa3oBaHui: UTOrU U NEpCNeKTUBLI»

Jns nurupoBanus: Pesomonmst CoBeta okcreptoB «HoBast kitaccrka — HOBBIE TOPM3OHTHI. JWHYTYKCMMaO Geta B Teparuu
GD2-TI03UTUBHBIX 3JI0KAYECTBEHHBIX HOBOOOPa30BAHMI: UTOTH M TIEPCIIEKTUBBI». POCCHUCKUI KypHAI AETCKON TeMaTONOTHN
u o"kosorun. 2026;13(2):153-5.

Resolution of the Council of experts “New classics — new horizons. Dinutuximab beta in the treatment of
GD2-positive malignancies: results and prospects”

For citation: Resolution of the council of experts “New classics — new horizons. Dinutuximab beta in the treatment of GD2-positive
malignancies: results and prospects”. Russian Journal of Pediatric Hematology and Oncology. 2026;13(2):153—35.

27 maa 2026 o. 6 Mockee cocmosoce 3acedanue Coeema 3KCHepmos, NOCEAUECHHOE 00CYHCOCHUIO
HPOMENCYMOUHDBIX pe3yabmamos Kaunuyeckozo uccaedosanus FollowTheDIN u ocnoénbix acnekmog npumeHeHus
xumuoummynomepanuu y nauuenmos ¢ GD2-no3umusnvimu onyxoasamu.

Hpezlcexla'reﬂu Cosera JKCIIEPTOB:

KyneBa Ceeriana AjleKCaHIPOBHA, 0.M.H., npogheccop, 3a8e0yiouyas 0emcKum OHKOAOUHECKUM OmoeneHuem, 6e0yujull HayHHbli co-
MPYOHUK HAYYHO20 OMOeAa UHHOBAUUOHHBIX Memo008 mepanesmu4eckoll OHK0A0UU U peabuiumayuu, npogeccop y4ebHo-memoou-
yeckoeo omoera PIBY «HMHUI] onxonoeuu um. H.H. [lemposa» Mumnzopasa Poccuu, 3asedyrouas Kaghedpoii onkosocuu, 0emckoil
onkonoeuu u ayuesoi mepanuu OIbOY BO CIIGITIMY Muuzopaséa Poccuu, enasHulii 6Heuimammbulii 0emcKuil CReyuaiucm OHK0A02
Komumema no 30pasooxpanenuto e. Canxkm-Ilemepoypea, Cankm-Ilemep6ype;

Kupruzos Kupunn Uropeswd, x.m.H., douyenm, 3amecmumens dupekmopa ho HayyHoi pabome HHUU JIOul um. axad. PAMH
JLA. JlypHnosa, 3agedyrowuii omoeneHuem 0emcKoi MpaHCHAGHMAUUYU KOCMHO20 M032A U 2eMONOIMUUECKUX CHIBOA08bIX KAEMOK
DI'bY « HayuonanvHblil MeOuyuHcKuil ucciedogamenvekuil ueHmp onkonoeuu um. H. H. Baoxuna» Munzopasa Poccuu, ucnoanumensHoiii
dupexmop Poccuiickoeo obujecmea demckux oHK0.10208 u eemamono2os (PO/JOI), Mocksa.

YyacTauku CoBeTa 3KCHepToB:

TopoynoBa Tatbsina BUKTOpPOBHA, K.M.H., cmapuiuii Hay4Hblli cCOMPYOHUK, 3amMecmument 2Aa6H020 6pa4a no MeOUYUHCKoU yacmu
HHUHU demckoii onkonoeuu u eemamonoeuu um. akao. PAMH JI.A. Jlypnosa @I'BY « HMHUI] onkonoeuu um. H. H. baoxuna» Mun3zdpasa
Poccuu, Mockea;

Eduvora Mapusa MuxaitioBHA, 6pau-0emcKuil 0HK0A02 0emcK020 OHK0A02UYEeCcK020 omdeneHus No 2 (Xumuomepanuu onyxosneil
onopro-osuzamenvroeo annapama) HUU demckoti onxonoeuu u eemamonoeuu um. akad. PAMH JI.A. Jlyproea @I'BY « HMHI] onko-
noeuu um. H.H. Baoxuna» Munzopasa Poccuu, Mockeéa;

I'ymbaToBa DanBupa J[KaurupoBHa, K.M.H., 8pay-0emcKuil 0HK0A02 0emcKk0e0 oHKoaoeu4eckoeo omdesenuss PIbY «HMUI onkono-
euu um. H.H. ITemposa» Munzdpasa Poccuu, Cankm-Ilemepbype;

Nuromkuna Esrenus BacuibeBHa, k. .H., 3a6edyrouias onkosoeuveckum (demckum) omoenernuem I'bY3 MO «Mockoseckuii obaacm-
HOUL OHKOA02UMEeCK UL KAUHUMECKULL YeHmp», 2NA8HbLIl BHeUmMamHblil 0emcKuil cneyuanucm oHkonoe-eemamonoe Munzdpasea Mockog-
cKkolil oonacmu, barawuxa;

KazanueB Wbt BukropoBuy, x.m.H., 3aeedyrowuii omoeseHuem mpaHcniaHmayuy KoCmHoz2o mosea oas demei No 2 HUU dem-
CKOIl OHKOA02UU, eemamonoeuu u mpancnaanmonoeuu um. P.M. lopbauesoii, douenm kaghedpvl eemamonoeu, mpancgysuosoeuu
U MPAHCHAGHMOAORUU C KYPCOM O0emcCKOU OHKO0AOUU (hakyabmema NoCAe0UunioMHo2o o0pazosanus um. npog. b.B. Apanacvesa
DI'BOY BO IICII6IMY um. akao. U.I1. Ilasrosa Munzopasa Poccuu, Cankm-Ilemepoype;

KyoupoB Makcum CepreeBud, k.:m.H., 3agedyrouiuti omoeseruem kaunuveckoti onkonoeuu I'bY3 «Mopozosckasn JITKB /[3M», Mockea;

Kymuposa Diia BsuecnaBoBHa, 0.m.H., 3aeedyiouas Kagedpoi nasruamuenoli neduampuu UHcmumyma HenpepuieHoeo 06pazosa-
Hus u npogheccuoranvroeo pazeumus OIrAOY BO PHUMY um. H.U. [Tupocosa Mumnszdpaséa Poccuu, 3amecmumentd 21a6H020 6paia
no oukonoeuu I'bY3 «Moposzosckas JITKb JI3M», Mockeéa

MuxaiintoBa EneHa AunpeeBHa, K.M.H., 8pau-0emcKuil OHK0102 0emckoeo oHKoao2uuecko2o omoenernus PIBY «HMHUII oukonoeuu
um. H H. [lemposa» Munzdpasa Poccuu, Cankm-Ilemep6ype;

IIpocekmna EmmsaBera AHApeeBHA, Hay4Hblil compyOHux aabopamopuu mopgosoeuu onyxosei DPI'BY «HMUI] oukonoeuu
um. H H. Ilemposa» Munzdpasa Poccuu, Cankm-Ilemep6ype;

PomannoBa Oabra MuxaiiioBHa, K.M.H., 3a6e0youjas 0emcKuM OHK0A0UYecKUm omaoeneHuem No 2 (xumuomepanuu onyxoaei 0nopHo-
deucamenvroeo annapama) HUU demckoii onkonocuu u eemamonocuu um. akad. PAMH JI.A. ypnosa @I'BY «HMUII onkonoeuu
um. H H. broxuna» Munzdpasa Poccuu, Mockea.

Pe3ontouun // Resolutions




Pesontouun // Resolutions

@ POCCUIACKNIA XXYPHAT

POAOr [ETCKOM FTEMATONOIWN w OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology

CoBeT BKCIEepTOB  OTKPbLT JHoKiaaa CBeTjiaHbl
AnexkcanapoBHbl KyneBoii, B KOTOpOM OBIIM Mpea-
CTaBJI€Hbl IMPOMEXYTOYHbIE  PE3yJbTaThl  IPOCIIEK-
TUBHOTO KJIMHUYECKOIO MCCIEAOBaHUS 110  IIpU-
MEHEHMIO JUHYTYyKCMMaba ©Oera B  KOMOMHALIMKA
¢ XUMHOTepaIueit y aeTeit 1 moapoCTKOB C pepaKTEePHbI-
MU 1 peruauBupyoniumMu GD2-nmo3uTuBHBIMU capKoMa-
MM KOCTel M MSITKUX TKaHei. B uccienoBaHuy npuHuMa-
eT yuactue 6 meanimHcKux neHrpos: HMUWII onkonorun
nm. H.H. Ilerposa (Cauxkr-Ilerepoypr), HUWU nert-
CKOIi OHKOJIOTUM M Tematojoruu uM. akag. PAMH
JILA. lyproBa HMMUII onxonorun um. H.H. bnoxuna
(MockBa), HUMN peTckoil OHKOJIOTMM, TeMaTOJOTUU
U TpaHcruiantojorun uM. P.M. Top6auesoii [TCII6I'MY
uMm. akan. WM.I1. I[TaBnoBa (Cankr-IleTepOypr), KIMHMKa
CIIoI'TIMY, Mopo3sosckas AI'Kb (Mocksa), MOOKIL]
(banammxa).

Bcero Ha maHHBIA MOMEHT B MCCJIENOBaHUE BKIIIO-
yeHbl 92 mainmeHTa, 52 U3 KOTOPBIX BOILIM B aHAIM3,
28 — HaxoIsTCs Ha Tare Tepanuu, 12 — oxXXuaaloT Havajia
sieyeHust. OObEeKTUBHBIN OTBET cocTaBui 59 %, IIpu 3TOM
JIMarHOCTUPOBAHO 52 % MOJHBIX peMUCCHii, B 86 % ciiyda-
€B YIaJIOCh IOCTUYb KOHTPOJIS Hal 3aboneBaHneM. Oo11as
BBIKMBAEMOCTh U BBDKMBAEMOCTb JI0 IIPOrPECCUPOBAHMS
coctaBwia 81 % u 60 % coorBercTBeHHO. Hawmtyuiiue
pe3yJIbTaThl OJYYeHBI IIPU J00aBICHUN OUHYTyKCUMaba
0eTa K XMMUOTEPAIIEBTUYECKUM peXUMaM y MallieHTOB
C MePBBIM WIKM BTOpbIM peuuauBaMmu. [Ipoduib Tokcud-
HOCTU IPU3HAH KOHTPOJUPYEMBIM: OOJIEBOM CUHAPOM
(24 %), cuHApPOM BBICBOOOXICHUS LUTOKUHOB (12 %),
CUHAPOM KamutsspHoi yreuku (11 %).

Onpra MuxaiimoBHa PomaHIIOBa B CBOeM [OKJIane
MpeAcTaBuIa Pe3yJbTaThl XMMUOMMMYHOTEPAIUU, IOy~
yeHHble B HWM nerckoii OHKOJOTMM U TeMaTOJIOTUU
nM. akan. PAMH JI.A. JlypHoBa, Tog4epKHYB BBICOKYIO
3((HEKTUBHOCTDL U MPUEMIIEMYIO TIEPEHOCUMOCTh CXEMBI
JeyeHus. Takxke oHa IojaeauIach IMePBbIMU pe3yJibTaTa-
MM MHULIMAIBHON Tepanuu IUCCEMUHUPOBAHHBIX (DopM
GD2-1103UTUBHBIX CAPKOM KOCTE# 1 MSITKUX TKaHEH.

Enuzasera AnapeeBHa [IpoceknHa B cBoeM coo01IIe-
HUM TIpeJcTaBuja JaHHbIe 0 Ouosorun muineHu GD2,
METOJaX KOJMYECTBEHHOrO OIPEICICHUSI 3KCIIPECCUU,
pobJjieMax TeTePOreHHOCTH OITyXOJIM, IeKalblMHALIMU
OCTEOI€HHBIX CAapKOM, OTCYTCTBUMU YHU(DULIMPOBAHHO-
ro Iopora MHO3UTUBHOCTU. Takxke ObLIM ITOAYEPKHYTHI
HEeoOXOAMMOCTb BaJlMIAIIMM METOIA U 11eJIeCO00Pa3HOCTh
nucrojib3oBaHusa GD2 He CTOJIBKO KaK CTPOroro KpUuTepus
BKJIIOYEHUSI, CKOJIBKO KaK JOMOJHUTEIbHOIO MPEAUKTUB-
HoOro 6momMapkepa.

B pamkax coBemaHusl Takxke MPOIUIO OOCYXIeHUE
MepCIeKTUB backeTHOro ucciaenoBanus miasg GD2-no3u-
TUBHBIX OMYXOJIEW NPYTrux JIoKaiu3auuii (obpazoBaHus
LIEHTPAJIbHOW HEPBHOM CUCTEMbI, peTMHOOJACTOMA,
MeJIaHOMa U IpYTUE PeIKUE HO30JI0TUH).

Bbutu 3aTpoHYTHI BOIPOCH MPEOIOJICHUST TOKCUYHO-
cti, guddepeHIaNIbHON TMarHOCTUKYA MH(PEKIIMOHHBIX
1 UMMYHOOITOCPEIOBAaHHBIX OCJIOXHEHUI Ha (OHE KOM-
OMHMPOBAHHOI XMMUOUMMYHOTEPAIIUHU.

2’2026

TOMNVOL. 13

B pamkax nuckyccuu ObLTIO OTMEUEHO, UTO:

— JIMHYTYKCUMaO OeTa IeMOHCTPUPYET BhIpaKEHHYIO
MPOTHUBOOIYXOJIEBYI0O aKTUBHOCTh B Tepanuu pedpak-
TepHBIX U peunauBupyommux GD2-MO3UTUBHBIX CApKOM
Jaxe y TyOOKO TIpemJIeYeHHBIX MallMeHTOB, HauboJjee
BbICOKasi 3((EeKTUBHOCTh OTMEYeHa IPU TIEPBOM WK
BTOPOM pelMaMBax 3a00JICBaHUS;

— IpouUIb TOKCUYHOCTU KOMOMHUPOBAHHO XMMUO-
MUMMYHOTEepanuy TIpenckasyeM, yIpaBisieM, OIHaKO
HeoOXoauMo pa3paboTaTh YHUGMULUMPOBAHHBINA TTOIXO/
K IMarHOCTUKE U JIEYCHU IO MH(EKIIMOHHBIX OCIOKHEHUI
Ha (poHEe LIMTOIEeHN N,

— ompeneneHue aKkcrpeccun GD2 merogoM mpoToy-
HOIl LMTOMIYOPUMETPUU SIBISICTCS MHGMOPMATUBHBIM,
MPEaNOYTUTEIbHA OIlEHKAa OIepallMOHHOTO MaTepuaia
nepea HavyaJoM Tepanuu. [eTeporeHHOCTb 3KCIIPECCUU
GD2 penaer mo6oii mopor ycjaoBHbBIM. OuaroBasti 3KcC-
npeccust MOXKeT ObITh KIIMHUYECKM 3HAUMMOM, 1aXe eClIu
OOILLMI YPOBEHb COCTaBJIsIET MeHee 5 %;

— BKJIIOYCHME TAIIMEHTOB C ITMCCEMMHUPOBAHHBIMU
(dopMamMu capkom B TIEpBYIO JIMHUIO Teparuu C J100aB-
JIeHWeM JTUHYTYKcuMaba 6eTa SBJIsIeTCss HaydHO 00OCHO-
BaHHBIM M TpeOyeT pa3pabOTKU OTIACIbHOIO IPOTOKOJA
C YeTKUMU KPUTESPUSIMU JIOKATbHOTO KOHTPOJIS;

— Lejiecoobpa3Ha pa3paboTka 0aCKeTHOTO KJIMHUYE-
CKOTO HCCJIeJOBaHUS MO MPUMEHEHHUIO TUHYTYKCHMaba
oeta mpu Bcex GD2-MO3UTUBHBIX 3JTI0KAYECTBEHHBIX
HOBOOOpA30oBaHMSIX y JAeTeil (Omyxonu IIEHTPaJbHOM
HEPBHOI CUCTEMBbI, pETUHOOJIACTOMA, MeJIaHOMa U ZIp.).

DKenepraMu 00CyXIeHa HeOOXOAMMOCTb BHECEHUS
IUHYTYKCHMMaba OeTa B HEHCTBYIOLIME KIMHUYECKUE
pPEeKOMEHIAIIMU TI0 JICYCHUIO pedpakTepHBIX U PEIUIu-
BUPYIOIIMX CapKoM y neteii (pasaen «MMMyHOTepanus»)
B 1LIEJSIX TIOBBIIIEHUS MOCTYIMTHOCTA WHHOBAIIMOHHOTO
JICYCHMSI.

Ha ocHoBaHMM mMpenCTABIEHHBIX JAHHBIX H IO MTOTaM
o0cyxkaenns ydacTHUKH CoBeTa 3KCIepPTOB MOCTAHOBUJIN:

1.  TIpomomxuth HaObOp MALMEHTOB B TeEKyIlee
KJIMHUYECKOE HCCIeIOBaHUE IO NPUMEHEHMUIO IUHY-
TyKcuMaba 6eTa Tpu pedpaKTepHbBIX/PeIIUANBUPYIOIINX
GD2-1o3UTUBHBIX CapKoMaX ¢ BeACHUEM €IUHOI 0a3bl
JAHHBIX BCEMHU IIEHTpaMU-yJaCTHUKAMU. YUUTHIBAS
OITBIT JOCTVXKECHUS JTUTEIbHBIX PEMUCCUI M OTCYTCTBUE
yOeaUTEIbHBIX JaHHBIX O HEOOXOAMMOCTH CTPOTO Orpa-
HUYEHHOTO YMClIa KypCcOB, PEKOMEHIOBAaTh €ro MmpuMe-
HEHME B MHAMBUIYAJIbHOM IIOPSIIKE MOCIE 3aBepIICHUS
6 KypCcOB XMMHOMMMYHOTEpAIlUM, pacCMaTpUBaTb BO3-
MOXHOCTh TIPONOKCHUSI UMMYHOTEpANUM AUHYTYKCH-
MaboM OeTa B MOHOpexxuMe B Buje 10-gHeBHO MHDY3UMn
100 Mr/m? y mauyMeHTOB C BBICOKMM PUCKOM peLMIMBa
(Hanpumep, nipu capkoMe KOunra IV craguu, omyxousix
C HU3KUM ITaTOMOP(030M U COXpaHEHUEM MUHUMAIbHOMN
ocraTouyHo# 6ose3Hn). [1pu pa3zpaboTke MpOTOKOJA IS
VHUIMAIBHO TUCCEMMHMPOBAHHBIX (POPM CapKOM YETKO
perjaMeHTHUPOBaTh, YTO IPOBEACHUE JIOKATbHOTO KOH-
TpoJis (paauKaibHasl OoIepalus W/WIM JydeBasl Teparus
B o3¢ He MeHee 50—60 Ip Ha 30HbI OCTATOUYHOI OITYXOJIN)
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SIBJIICTCS 00SI3aTEIbHBIM YeJIOBUEeM. [1aliueHThI, He MoJTy-
YUBIIIKE JIOKAJTbHOTO KOHTPOJS MO0 KaKUM-I100 IPUYK-
HaM, He TOoUIeXXaT BKIIOUEHHIO B IIPOTOKOJ, TaK KaK 3TO
MUCKPEIUTUPYET METO UMMYHOTEpaIIUHu.

2.  Cozmatb pabouylo Tpymnmy mIsl pa3paboTKU
MMPOTOKOJIa OACKeTHOTO KIMHMYECKOTO HCCIeIOBaHUS
nuHyTykcuMaba 0eta mpu GD2-MO3UTUBHBIX OMYXOJISIX
y neTeil (BKJIIoYasi oOpa3oBaHMs LIEHTPaJbHON HEPBHOI
CUCTEMBI, PETUHOOJIACTOMY, MEJIAHOMY U JIp.).

3. PaszpaboTaTh npemioKeHne Mo BHECEHUIO U3Me-
HEHMI B KIMHUYECKME PEKOMEHIAIMU I10 JICUCHUIO
CapKoM y OeTell, BKJIIOUMB pasaei 00 MMMYyHOTeparuu
IUHYTYKCMMaOoM OeTa JIjid MalueHTOB ¢ pedpaKTepHBI-
Mu/peruauBupyromnMu GD2-11o3uTUBHEIMU (hOpMaMH.
Pa6oueii rpynne B coctaBe C.A. Kynesoii, K.1. Kupru-
30Ba, T.B. TopobyHosoii, O.M. PomanuoBoii, .B. Kazan-
1leBa IOATOTOBUTH IMaKeT JOKYMEHTOB (aHAJIM3 JaHHBIX
POCCHICKUX IIEHTPOB, 0030p JUTEPaTyphl, IPOEKTHI
n3MeHeHuit) 10 1 centsaops 2026 1. B LeasIX MOCIEAyIO-
IIET0 COIVIACOBAaHMSI Ha HAyYHO-TIPAKTUYECKOM COBETE
Mun3znpasa Poccum.

4.  HMHuuuupoBaTh HampaBlIeHUE MpPeIIOKeHUs
0 BKJIIOUEHUM JUHYTYKCHMMaba OeTa B IiepedyeHb Iperapa-
TOB i1 JiedeHus1 moobix GD2-nmo3uTuBHBIX pedpakTep-
HBIX/pEeLIMINBUPYIOIINX 3JTI0KAa4eCTBEHHBIX HOBOOOpPa30-
BaHWUI1 y IeTeit HAa OCHOBAaHMU JAHHBIX, IPEIOCTaBISIEMbIX
9KCIIEPTHBIM COBeTOM, B (hoH «Kpyr godpar.

5. Cozmatb pabouyio Tpynmy I0 YHU(DUKALUKA
IMOJIXOMIOB K TMAaTHOCTUKE 1 JICYCHUIO OCIOXHEHUI KOM-
OMHUPOBAHHON XWMHUOMMMYHOTEpAIMU C BKIIOYEHUEM
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IUHYTYKCMMaba OeTa mpu capkoMmax ¢ pa3padboTKoit
MPaKTUYECKOIO0 PYKOBOACTBA (METOIMYECKMX PEKOMEH-
nmaiuit). 3arlaHMpoBaTh CEKIMI0 I10 IEePEHOCHMMOCTHU
¥ MEHEIXKMEHTY HeXKeJlaTeIbHBIX SIBJICHUI B paMKaX KOH-
deperuun IlenuaTpuueckue acmeKThl TpaHCIUIAHTALIMKA
TreMOITO3TUYECKHX CTBOJIOBBIX KJIETOK, 2026.

6. PexoMmeHmoBaTh B paMKax AajbHEHIIMX MCCIIe-
MOBAaHMI  PacCMOTPETb  BO3MOXHOCTb  IPUMEHEHMS
JUHYTYKCMMaba 6eTa coBMecTHO ¢ JoHopcKuMu NK-kier-
KaMM (TIpY YCJIOBUM Pa3BUTHSI TTPOM3BOACTBA KIETOYHBIX
MPOAYKTOB), a TaKXkKe HCIIOJIb30BaHUS aJbTepHATUBHBIX
pPeXUMOB BBeIeHMS (B TOM UMCJIE BBEACHUS AUHYTYKCH-
maba Oeta B Bume 10-mHeBHOI MHMY3MM) Yy TAIIMEHTOB
C BBICOKOM TeMaTOJI0TMYECKOM TOKCUYHOCTBIO.

7. TloaroToBUTH MYJIBTULIEHTPOBBLIA 0030p MO
MEePEeHOCHMOCTH M MEHEIKMEHTY HeKelaTeJbHBIX SIBJIe-
Huit (cpok — 3-i1 xBaptan 2026 1., XXypHan «Borpockl
reMaTOoJIOTUH/OHKOJIOTUM 1 MMMYHOITATOJIOTUM B TIEIM-
aTpMU» WIM aHAJOTMYHBIN), a TakXe KOJUIEKTUBHYIO
CTaThlO 10 OlieHKe A3(PPEeKTUBHOCTU AMHYTYKCMMaba OeTa
npu pedpakTepHbIX capKoMmax (OTBETCTBEHHBIN — JI.M.H.
C.A. Kynesa). 3aminaHupoBaTh IyOJMKALIWIO KIUHU-
YeCKMX CiIydyaeB (B TOM 4yMcie 00 ONbITe MPUMEHEHUS
XUMMOMMMYHOTEPAIIUH Y IEPBUYHBIX MTAIIEHTOB) B MEX-
TYHAPOIHBIX XKypHaaX ¢ OTKPBITHIM TOCTYIIOM.

8. TIpoBectu cepuio oOpa3oBaTeNIbHBIX MEPOIPU-
SITUM JUISI peTMOHAJbHBIX LIEHTPOB MO BOIIPOCAM BKJIIO-
YeHMSI TALIMEHTOB B MCCJIEI0BaHUE, COITPOBOIUTEIbHOMN
Teparuu 1 MOHUTOPUHTA B CIyJ4ae BHECEHUS U3MEHEHUI
B KJIMHUYECKUE PEKOMEHIAIINH.

Pe3ontouun // Resolutions
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Nlerckomy oHKonornueckomy oraenexuto B Gankr-flerepbypre — 35 ner

«Jluuom K auuy auya ve yeuoamo.
boavuwoe euoumcs na paccmosinve»
Cepeeit Ecenun

«Yepes cmo aem He 6yOem umemv HUKAKO20 3HAYECHUS,
KaKoii agmomobuns 8vl 6odume, 8 KaKom dome jcugeme,

CKOMIbKO Y 84C HA DAHKOBCKOM cyeme Ual KaK 6bleasi0um eaua 00excod.

Ho mup mosxcem cmame uymouxy ay4uie,

ecAu 8bl Cblepany 8adcHyI poab 8 JICU3HU KAK020-HUOYOb pebeHKa»

Hcropus OHKOJIOTHY€ECKOT0
oTeJIeHus!

B omHOoM m3 KpacuBeHIIMX YTroakoB JIeHMHTpama
(uptHe — CankT-IleTepOypr), B ero KypOpTHOIT 30HE, Ha
KpectoBckom octpoBe, B 70-¢ roapl MpOILIOTO BeKa I10
WHAMBUIYaJIbHOMY (DMHCKOMY ITPOEKTY OblIa MOCTpOeHa
MHoOromnpoduabHas 00JIbHUIIA C COBPEMEHHBIM 000pYI0-
BaHUEM U KoMdopTabebHbIMU YCIOBUSIMU. B Heil teun-
Jlach HOMEHKJIaTypa TOTO BpeMEHU: PYKOBOACTBO JIeHWH-
rpaga u JleHWHTpamckoi 00JIacTH, a TaKKe Beayliue
apTUCTHI, YICHBIC U IPYTHE BBIIAIOIIAECS KATEI TOPOIa.
BoabHuna Hocuna ums peposonnonepa .M. Ceepajio-
Ba, IMO3TOMY B oOuxone ee HasbiBadu «CBEepIIOBKOIN».
B Tot mepuona 3To Obuta Jydiias conbHUIA JIeHUHrpana
C OTIMYHBIMM CIleliMaaucTaMu. B unciie npouyux otaesne-
HUI TaM pacrioyiarajloch M TeauaTpuieckoe OTaeIeHue
COMaTUYeCKOTO MpoduIs.

B 1990 r. Ha BosiHE mepecTPOiKU OOJBHULLY OTKPBUIU
IJIST BCeX KUTeJIeil ropoma u mpeodpaszoBamu B LleHTp
nepeaoBbIX MEIULIMHCKUX TexHoJioruii. Ha ero 6a3e ObL1n
OTKPBITHI IIEHTPHI KAPAUOJIOTUU (PYKOBOAUTEIh — aKaie-
muk PAMH, npodeccop B.A. AnmMa3zoB), HeppoJoruu
U TpaHCIUIAaHTalUM MOoYeK (PyKOBOAUTEIb — YJIEH-KOp-
pecnionaeHT PAMH, npodeccop JI.B. Tloramos), rema-
TOJIOTMM W TpPaHCIUIAHTAIIMA KOCTHOTO MO3Ta (PyKOBO-
nutenb — npodeccop b.B. AdanacbeB). B mirtat Bouwiu
mpodeccopa A.JO. 3apunkuii (XMUMHIOTEpaITis B3POCITBIX
reMaToyiorudeckux 0ombHBIX), B.A. KompiruH (merckas
onkojorust), B.b. OxynoB (ummyHosnorus), I1.I. KuszeB
(MoJIeKyIsipHast OMOJIOTHS).

B coctaBe lleHTpa reMaTtooruu ¥ TpaHCIUIAaHTALUMU
KOCTHOTO MO3Ta, B KOTOPBIA BOILINA OTIACIIEHUSI TeMaTo-
JIOTUM JUTSI B3POCJIBIX, TPAHCIUTAHTAIIMA KOCTHOTO MO3Ta
JUISL IeTeil W B3pOCIbIX, MepeluBaHMsl KPOBU, Jlabopa-
TOPUHM WMMYHOJIOTUM ¥ MOJCKYISIpPHOW OMOJIOrMu, Ha
MecTe OBIBIIEr0 TMEeANaTPUIECKOrOo OTACICHUs CTapoil
«CBepmi1oBku» 4 HOSIOPsT 1990 . OBLIO OTKPHITO OTIENIe-
HUE NEeTCKON OHKOJOTIMH, FeMaTOJIOTMU U TeHETUYECKUX
bose3Heit Ha 35 koek. Llenblo opraHu3aunu UaeoJ0ruye-
CKM a0COJIFOTHO HOBOT'O JAETCKOTO OTIEICHUS B CTPYKTYpe
MHOTOINPOMUIBHON B3poCIol O0TBbHUIIBI OBLTO BHEApE-

CO31aHuA JETCKOro

Mapezapem Puwbsx Iayspc

HUE B TIPAaKTUKY OTEYECTBEHHOTO 3IpaBOOXpPaHCHUS
COBpPEMEHHBIX METOIOB TMAaTHOCTUKY M JICUCHUS IeTEH CO
3JI0KAYECTBEHHBIMM OIYXOJISIMH, TTOCKOJIBKY PE3YIbTaThI
Tepalmmy TaKWX TAIMCHTOB OBLIM KpaifHe HEyIOBJICT-
BOPUTEIBHBIMI — HM3JIEYMBATh TOTJA YAABaJOCh TOJHKO
TPETh 3a00J1eBIIMX. BriepBbIe B OTEUECTBEHHON MEIUIIN -
HE B OTHOM OT/EJICHUU ObUIU 0ObEIMHEHBI IETH CO BCEMU
3JI0KaYECTBEHHBIMU HOBOOOPA30BaHUSIMU — JIEKO3aMU
¥ COJTMIHBIMU OITYXOJISIMH.

TlepBblit ITATHBIN COCTaB Bpaueii COCTOSUT U3 JETCKUX
TeMaTOJIOTOB, KOTOphIC Tepelun n3 JIeHMHTPamCcKoro
WHCTUTYTA TIepeMBaHUS KpoBU U JIETCKOIt TOpOI-
ckoit 6ompHuIBI Ne 1 (.0. Huxkutun, H.M. Kiny6os-
cKas), U JAETCKMX OHKOJIOTOB — YYEHHMKOB IIpodeccopa
b.A. Konbiruna uz HWUU ouxkonorun um. H.H. IletpoBa
(M.Bb. benorypona, I.I. Pagynecky, T.JI. BuktopoBuu).
Temarosorn HWKOTHA HE JICUWIIM JETeH C CONMIHBIMUA
OITyXOJIIMHA, a OHKOJIOTM — TIAlIMEHTOB C JICMKO3aMM.
Taxke B OoTHe/IeHUE TIPUAIILINA TIEAUATPHI, KOTOPEIE BOOO-
IIe HUKOTOAa He WMEIM [ejla HM C TeMaToJOTHeil, HM
¢ onkosorueir (I'H. Topomko, D.M. Yasmemnosa). Yyts
MO3Xe B IITaTe OTACJICHUs MOSIBWIMCH OETCKUM XMPYpT
B.b. CunkoB u mosionoii netckuii onkosor JI.A. Ilar.

Eie opHoli BaxHeileit WHHOBALIMOHHOM uze-
el cTajlo WHTErpMpOBaHME TIIOCTa peaHMMaluKh Ha
6 KOEK B CTPYKTYPY OETCKOIO OHKOJIOTMYECKOIO OTIE-
JIHUSI, TaKOr0 KOMOMHUPOBAaHUSI CIAyXkO He ObUIO HU
B omHOM cTanmoHape Poccuu. B cocraB peaHmManmoH-
HOH CIyXXOBI BOIIJIM aHECTE3MOJIOTH-PEaHUMATOJIOTH
M.M. Kupnuenko, B.SI. Kyoutr, A.A. Durypckuii,
H.B. AnekceeB, M.A. ¥YBapoB, mo3maHee K HUM IPUCOEIN-
Hunuck O.B. Tonomanos u T.U. ApryHosa. Takum obpa-
30M, OBIIM CO3IaHbI YCJIIOBUS IIJIST TTIPOBEACHUST XMUMUOTE-
paTeBTUYCCKOTO JICUCHUS JTI00O CTEIeHU CIIOKHOCTH,
a BO3HMKHOBEHME HEM30CXKHBIX, a WHOTAA XU3HEYIPO-
JKAIOIINX OCTIOXKHEHUI HEe OBLIO TIPEIISITCTBUEM IJIST TIPO-
TPaMMHOTO JICYCHMSI.

IToanep:kka [amMOypra u onbIT HEMENKHX KOJLJIEr
CTaHOBJICHMIO  OHKOI€MaTOJIOTMYECKOro  LIeHTpa
o4yeHb moMoria noanaepxkka lamOypra — ropoga-noopa-
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TuMa JIeHMHTpaga — TIpU aKTUBHOM COTPYIHUYECTBE
oypromuctpa IamOypra X. @omrepay u mapa JleHuHrpaga
A.A. Cobuyaka. biarogapss MeTogosornueckoMy 1 ryma-
HUTApHOMY YYAaCTHIO MHOTMX HEMELKHMX OpTraHM3allnii
OBUIM OCHAIIIEHBI OTACICHUS TEMATOJIOTUH JIJIST B3POCIIBIX
U TIepeIMBaHUS KPOBU, J1a0OOpaTOpUU WMMYHOJIOTUM
1 MOJIEKYJIIpHOM 6noaornn. OcoObIM MOKPOBUTEIHCTBOM
HEMELKMX TYMaHUTapHBIX OpPraHU3alMil IT0Jb30BaJIOCh
JIETCKOE OHKOJIOTUUYECKOE OTIeJIeHNE: TTOMOTaIN HE TOJhb-
KO 000pyI0BaHNEM M MEIUKAMEHTAMM, HO U TIPOAYKTaMK
MMUTaHWSI, WTPYIIKaMW M ojexmoiu. IIpodeccmoHab-
Hasl MporpamMMa I10 AeTCKO OHKOJIOTUU W TeMAaTOJIOTUHN
pa3BHUBajach IOA PYKOBOACTBOM U IIPU HEITOCPEACTBEH-
HOM ydacTuu npodeccopoB YHuBepcuTeTa lamOypra
9.K. Bunkinepa u I Auxu-Illay6o. brarogapst oopazona-
TEJILHOM TIporpaMMe, KOTOPOI PYKOBOIWII TJIABHBIN JeT-
ckuii oHkosor Iepmanuu npodeccop I. Ilemnonr, aecst-
KA AETCKUX Bpauyell pa3HbIX CHEUUATbHOCTEH MPOILUIU
ITATETbHBIC CTAXKUPOBKU B KIIMHUKaAX [epMaHU, B TOM
YUCJie TeTCKME OHKOJIOTM W TeMaToJIOrM BHOBb 00pa3o-
BaHHOTO OTAEJCHUS.

DTO cpasy Aajlo CBOM IUJIOABI — B JIGYEHUU 3JI0Ka-
YECTBEHHBIX OIMyXOJell y neTeil MpoM30LIes IPOPHIB.
3a HECKOJIbKO TIEPBBIX JIET OCBOEHMSI HOBBIX ITPOTpamMM
Tepanuy JETCKUX OITyX0Jieil BBIKMBAEMOCTb ITallMeH-
TOB CcTpeMuTesbHO yBeauuuBaiach. K Havany XXI Beka
pe3yJabTaThl JeuyeHus AeTeil ¢ Jieiiko3aMu, JuMdoMaMu,
OMYXOJIIMU KOCTEW M MATKUX TKAHEW CTaJv BIIOJHE
COITOCTaBUMBI C JaHHBIMU €BPOIECKUX KIMHUK.

KomanaHast padoTa 00IbHMYHBIX CJIYKO

3HauMMBI TTPOPHIB B IMArHOCTUKE U JICUCHUM ACTeit
ObLT OBl HEBO3MOXEH 0e3 TeCHOro COTPyIHMYECTBa CO
BCEMM CJTy>KO0aMU OOJBLHUIILI, B TOM YMCJIie ¢ BHOBb 00Opa-
30BaHHBIMU TIOAPA3ACICHUSIMU, OTKPBITHIMM CITCIIAaJIb-
HO JUIS JICYCHUSI IETe M B3POCIBIX OHKOJIOTMYECKOTO
W TEeMaTOJOTUYECKOro mpoduiieii, B UX 4ucie jJadbopa-
Topun UMMyHosoruu (3aBemyrome — WM.A. Banmyesa,
[LN. Vneiickast), INTO- U MOJICKYJISIPHOM TeHETUKH (3aBe-
nmyrormue — ILC. IlryxxaukoBa, A.A. JIbIIes), oTacieHe
nepenvBaHusl kpoBu (3aBemytomiasi — C.A. Tpodumo-
Ba). C HOBBIMU 3a/la4aMU TIPUIIIOCH CTOJIKHYTHCS PSIITY
rojipasaeieHuii OOTBHUIIBI: PaIMOU30TOITHON J1abopa-
topuu (3aBenyroiue — E.U. Kaperkuna, B.A. Tlocrme-
JIOB), OTIeJIeHU0 naTtoMopdojioruu (3aBeaylole —
H.C. Ckpunkuna, HO.P. CMupHOB), peHTreHOJOoruye-
ckomy otneneHuto (3aBenywowmmit — B.T. Tlapaduno),
OONICKIMHUYECKOW  Jlabopatopuu  (3aBedyromias —
H.B. CkopoboraroBa) ¢ yHUKaJIbHbIM OaKTEepUOJIOTHYE-
ckuM otnesom (Bpau-6akrepuosnor — M.b. KoHoBasneH-
Ko0), anTeke (3aBenywomas — O.H. Jlykuna).

PabGorta otneneHust Bcelleno MoaaepKuBajach aaMU-
HuUcTpauueit 60abHULbI (T1aBHBIN Bpauy — A.FO. PrIBKUH,
3aMeCTUTe]b INIaBHOTO Bpaya — H.B. MenBenena).

JlyyeByo Tepanuio TalMEeHTHI IOJydalu Ha 0a3se
Toponckoro OHKOJIOTMYECKOTO HOMCIIaHCepa, KOTOPBI
Haxonuiics Ha KaMeHHOM ocTpoBe, B 20 MUHYTaX XOIbObI
oT 6obHUIIHI (Bpau-panuojor — C. 1. Uukpuzos).
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IIpopris B nerckoii onkosorun Cankr-Ilerepoypra
u Poccuu

Oco0oit cTpaHULIel B UCTOPUM OTIAECICHUS SIBUJIOCH
HavyaJio MpOTrpaMMHOI Tepanuu OIyXOJeil LIeHTpaJbHOMI
HEpBHOM cucTeMbl y AeTeil. JleTCKue OHKOJIOTU B Hallleit
CTpaHe HUKOTAA HE 3aHUMAJIUCh JIeYEHHEM OIyXoJei
LICHTPaJIbHOM HEPBHOU CHUCTEMBbI, 3TO ObLIa MpeporaTu-
Ba HEWPOXMPYProB M M3pEeAKa — JIYYEBBIX TEPaAIEeBTOB.
Jlerckue oHKOJI0TM OoMbHULILI Ha KpecToBCKOM ocTpoBe
CTaJIu TIMOHEPAMU U B 3TOM CJIIOKHENIIEH 001aCTH OHKO-
nenuatpuu. Hammm Hemenkye yquTenst U KOJIJIETH Moje-
JIWJIMCh IMPOTOKOJAMM JICUEHUSI OMYXOJIEH LEHTPaJIbHOM
HEPBHOI CHUCTEMBI Y IETEH.

Het co 3JI0KAYECTBEHHBIMM OITyXOJSIMU CTaJIN
BBI3IOPABIMBATh, U ACTCKUI paK IepecTaa ObITh haTaib-
HBIM 3a00yieBaHMEM (TabuIIa).

Boiicusaemocms  nayuenmos 0emcko2o 603pacma ¢ OHKOAORUYECKUMU
3aoonesanusmu ¢ Cankm-IlemepOypee 6 ucmopuueckom acnekme

10 1990 r., % c2000r., %

Octpblit TUMGOOITACTHBIN JIEHKO3
Octpblii HeMMMGbOOIACTHBIIM JIEMKO3 0 50
HexomkxknHckre TMMGbOMBI 30 91
JIumboma XomkkuHa 80 97
Onyxonb Buibmca 80 95
Heiipobaacroma:

cranuu 1-3 50 85

cranus 4 5 20
Capkoma lOwunra 30 60
MenymiobaacTroma 3 60

OtneneHre OETCKOM OHKOJIOTMM CTajll0 ONHUM W3
Benynx B Poccuiickoiit @enepanmn.

B otnenenum BriepBeie B Poccuiickoii Mdenepatimm:

— COBMECTHO C OTIEJCHHEM pPaIruOM30TOITHOMN
MUAaTHOCTUKM HA4YaTO MCIIOJIb30BaHME MeTailomOeH3WI-
TyaHUIWMHA, MEUEHHOIO pPamMOaKTUBHBIM Iomom 127,
IUIST TAaTHOCTUKY, CTagIWpPOBAaHUS W MOHUTOPUHTA HEl-
pobaacToMbl y I€Tel;

— OpraHM30BaHa CITCIIMAIM3MPOBAHHAS peaHUMa-
LUOHHAS CIyK0a IS JeTeif OHKOJIOTMYECKOTO M TeMa-
ToJ0ThYecKoro npoduiei. OnbIT paboThl 3TOU CIYXKObI
MOKa3aJ HeOOXOMMMOCTb YUaCTUS CIIeIINATN3UPOBAHHOMN
peaHUMAaIHX B JICUCHUH JETCI C OITyXOJIIMHU, B TOM YHMCJIIC
nosTomy B [Ipuka3 MunsnpaBa Poccun, permaMeHTHPY-
foruii [TopsimoK oKa3aHUsI TIOMOIIM JIETSIM C OHKOJIOTH -
yeckuMHU 3abojeBaHusaMu, or 31.10.2012 No 560H Obu1
BHECEH 0JIOK peaHMMAaILIM 1 MTHTEHCUBHOM Teparinu;

— COTPYOIHWKAMHM OTHCJICHUS TIPEACTaBICH TMePBbIA
MOCTEPHBIN TOKJIaA MO JedeHUIo B-KieTouHbIx JumMdom
Ha MexayHapoIHOM CUMITO3uyMe Mo jelikeMusiM (MioH-
crep, [epmanus, 1996 r.);

— HayaTa 3aMecTUTeNbHas (epMeHTHas Tepanus
nanueHToB ¢ 6ose3Hbio Tole;

— TIpoBeleHa YyCIelllHas ajyIoTeHHas POACTBEHHAs
TpaHCIJIAaHTAIMsI KOCTHOTO MO3ra peOeHKY C PELMINBOM
Ph-mio3utuBHOrO OCTpOro JIUM(POOIACTHOTO JIeiKOo3a
(B OTHE/IEHUH TpaHCILIaHTAlMK KOCTHOrO Mo3ra) B 1991 .
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Hawa nectopus // Our history

@ POCCUIACKNIA XXYPHAT

POAOr [ETCKOM FTEMATONOIWN w OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology

Bnepsoie B Cankr-IletepOypre:

— HA4yaTo IMPUMEHEHHUE IMPOrPaMMHONM MHTEHCUBHOM
MOJIMXUMUOTEPAIIMK Yy IeTell CO BCEMU BUIAMM 3J10Ka-
YeCTBEHHbIX HOBOOOPA30BaHU, BKJIIOYAsl OIyXOJU LIeH-
TpaJIbHOM HEPBHOM CUCTEMBI;

— C TOSBIIEHWEM amrapara, U3MEpPSIOILIEr0 YPOBEHb
METOTpeKcaTa B CbIBOPOTKE, HAYaTO €Tr0 MCIOJIb30BaHUE
B BBICOKUX 103ax (12 r/mM? MpU OCTEOreHHBIX CapKOMax
U 5 1/M? IIPpU HEXOMKKMHCKUX JTUM(POMAX) ¢ MOHUTOPU-
POBAHMEM YPOBHS LIMTOCTATUKA B CBIBOPOTKE;

— HayaTo ynajeHuWe MHOXECTBEHHBIX METacTa30B
B JIETKUX MPU COJUIHBIX OMYXOJISIX;

— HayaTa yCTaHOBKA 3HIOIMPOTE30B AETSIM C OITyXOJIs-
MU KOCTEW;

— y aeteit ¢ 60Je3HbI0 XOMKKMHA CHUXXEHA WHTEH-
CHUBHOCTbD JTIy4€BOIi Harpy3ku 6e3 norepu 3pHeKTMBHOCTU
JICUEHMUS;

— HayaTo MpUMEHEeHUE TapTeTHOI Tepanuu (PUTYKCU-
Mab) npu B-kieTouHbIX TMM@OMax y neTeit;

— HayaTa ImporpaMMa OpraHOCOXPaHSIOLIEro JeUeHUS
MPU PETUHOOIACTOME C UCKITIOUEHUEM TUCTAaHIIMOHHOTO
00y4YeHus;

— OpPraHM30BaHbl MMIUIAHTALMUSI U MUCIOJIb30BAHUE
LIEHTPaJIbHBIX BEHO3HBIX KaTeTEPOB ¢ TepubepruyecKum
JIOCTYIIOM;

— HayaTbl YCTAaHOBKA M MCMOJIb30BAHUE TaCTPOCTOM
y IEeTEeH;

— HayaTa IIporpaMma I1o0 COXpaHeHUI0 DepTUIBHOCTU
y JIeTeil M MOIPOCTKOB: KPUOKOHCEPBUPOBAHUE TKAHU
SIMMHUKOB Y JI€BOYEK U CHEPMblI Y MAJIbUMKOB, a TaKXKe
MMpUMEHEHWE aroHWCTOB PUJIM3WHI-TOPMOHA Ha (hOHE
XUMUOTEpANu y 1€BYLIEK;

— HayaTro HCIOJb30BaHWE MO3UTPOHHO-OMUCCUOH-
HO¥ ToMorpacduy JJIs TUArHOCTUKU OIyXOJIeil y JeTeil
(LleHTpasbHBI HayYHO-UCCIEA0BATEbCKUIU PEHTIEHO-
PaaroJIOTUYeCKU MHCTUTYT U THCTUTYT MOo3ra);

— Hayaro NMpUMEHEeHHe METPOHOMHOW Tepamuu IMpu
peuuanBax U pedpakTepHbBIX OMYXOJISIX y IETEM.

O0pasoBareibHAS POJIb OTAEIEHHUS

OtnenieHue SIBISIETCS KJIMHUYECKOW 0a3oii kadenpbl
OHKOJIOTUM, IETCKOW OHKOJIOTMM W JIy4eBOUW Teparuu
IMenquarpuyeckoit MeEIMIIMHCKOW aKaaeMWUW (HbIHE —
Cankr-IleTepOyprckuii  rocygapCTBEHHBIN TTeAMaTpHU-
YEeCKUN MEAULIMHCKMI YHUBEPCUTET), OOpa3oBaHHOU
B 2007 r. [Tlepmoii 3aBenmytolleir Kadeapoit OblLia
M.bB. benoryposa. CoTpynHukaMu Kadeapbl ObLIN TTpak-
TUYECKM BCe Bpauu oTAesieHus. B oTmeneHuu exerogHo
npoxoauian oOydeHue 2—3 KIMHUUYECKUX OpAMHATOpA.
B Hacrosiee Bpemsi BBITYCKHUKU Kadenpbl aKTHMBHO
paboTaloT B OTIEJICHMSIX NETCKON OHKOJIOTUM Pa3TUYHbIX
MeauuuHCKUX HeHtpoB: HMMUWUIL um. B.A. Anma3sona,
Cankr-ITeTepOyprckoro rocyaapcTBEHHOIO TeAUaTpU-
yeckKoro meauuuHckoro yHusepcuteta, HMMI onko-
noruu um. H.H. IlerpoBa, HUWM nerckoii oHKOJIOrMMU,
reMaTojioruu u TpaHcruiaHtojgoruu um. PM. TopbGaue-
Boii, MemuimmHCKOTO MHCTUTYTa MM. bepesuna Cepres
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(MUBC). Kpome Toro, otaeneHue sIBasieTcss 6a3on s
00yueHMs KypcaHToB Kadenpsl nenuarpun denepaibHo-
ro Hay4HO-00pa30BaTeIbHOTO LIEHTPa MEINKO-COLUAIIb-
HOI aKcmepTu3bl U peadbunuranuu uM. [LA. AnbOpexra.
Bpayam-skcnepraM MbI paccKa3blBaéM O BO3MOXKHBIX
MO3AHUX OCJIOKHEHUSIX MPOTHUBOOITYXOJIEBOTO JIEUEHMUSI,
BO3MOXHOCTSIX UX MPOPUIAKTUKY U KOoppeKLuu. OCHOB-
HBIM HayYHBIM HaIlpaBJICHWEM TIPU 3TOM SIBJISIETCS U3Y-
YEeHUE OTOTOKCHMYHOCTU MPU MPUMEHEHUM MperapaToB
TUIATUHBI, BO3MOXHOCTEH MPOMIIAKTUKY U KOPPEKIINH.

Hacrosimee 1eTCKOro OHKOJOTHYECKOTO OTIeIeH S

B 2018 1 [gerckoe OHKOJIOTMYECKOE OTAEIEHHE
nepeBeneHo B I'BY3 «Cankr-IleTepOyprckuii KJIMHU-
YeCKW HAyJYHO-TIPAKTUYECKMI IIEHTp CITeIMaInu3u-
POBAaHHBIX BUIOB MEIMIIMHCKON TOMOIIN (OHKOJIOTH-
yeckwuit)», Kotopoe ¢ 2023 1. Hocut ums H.I1. Hamankosa

(mupektop — uneH-KoppecnoHneHT PAH, mnpodeccop
B.M. MouceeHko).
Llentp um. H.I1. HamankoBa — camblii MoOJ010M

OHKOJIOTMUECKH LIEHTP CTPaHbI: OH OTKPBLICS 6 ampest
2011 ., a ¢ aBrycta 2012 . paboTaeT Ha IMOJHYIO MOIII-
HocTh. CerogHs yupexjaeHue oOCIyXuBaeT 0Oosee
nojoBuHbl HaceneHusi CaHkr-IlerepOypra B pamkax
MporpaMMbl  00513aTEJIBHOTO MEIUIIMHCKOTO CTpaxoBa-
HUS W BBICOKOTEXHOJOTMYHOM MEIULIMHCKOU ITOMO-
IO, TPUHUMAs TakKe IMAallMEHTOB M3 IPYTUX PETMOHOB
Poccun m mHOCTpaHHBIX TpaxknaH. KoeuHast MOIIHOCTh
yUpeKIeHUs cocTaBiisieT 647 Koiko-MecT. ExxeMecsaHO
CHeUAIM3UPOBAHHYIO TOMOIIb 3[eCh IMOJyJaroT Oosee
4000 mnaLMeHTOB CTaUMOHAapa, a MOJUKINHUYECKOe
oTmejleHue exeaHeBHO IocemaT A0 1200 yemoBek.
B 2025 1. B LlenTpe npoBenn 6oJiee 58,7 ThiC. TOCITUTAINA-
3a1uii u 6osee 13,5 Teic. onepauuii. LleHTp 3apekoMeH10-
BaJI ce0s1 KaK OHO M3 CAMBIX COBPEMEHHBIX OHKOJIOTHYE-
CKMX YUYPEXIEHUN C MOILIIHOW MHCTPYMEHTAJbHOI 0a30i¥i:
Ha ero OamaHce Ooiee 7500 emmHMIT 00OpPYIOBaHUS,
COOTBETCTBYIOIIETO MEXKIYHAPOIHBIM CTaHAapTaM. 311eCh
BHEAPEHBI BBICOKOTEXHOJIOTUYHBIC METOIBI JICUCHMUS,
BKJTIOUasi MUKPOXUPYPIUIECKNE BMEIIATEILCTBA C TIPHU-
MeHEHHEM POOOTH3MpOBaHHOM cucTeMbl da Vinci, ome-
PALIMOHHOTO MUKPOCKOTIA, CTEPCOTAKCUIECKOI OMOTICUM
¥ MHTpaoIlepallMOHHOM HaBUTAU. [1poBOISITCS peKOH-
CTPYKTUBHO-TJIACTUYECKUE OTepalli C MCIIOIb30BaHM-
eM SHAOMNpPOoTe30B M 3D-Ireuatu, XUPYpTUUECKHUE BMeE-
IIATEeJIbCTBA TI0 YIAJCHUIO OIyXOJiel TOJIOBHOTO MO3ra
C MHTpAoIlepallMOHHBIM TpoOyXaeHueM u fast surgery.
IlenTp pacmnojiaraeT cOOCTBEHHBIM OT/EJICHUEM TTepPesIH-
BaHWS KPOBM.

AIMUHUCTpAaTUBHO KaOWHET JIEeTCKOro OHKOJOra,
JIETCKOe OHKOJIOTMYecKoe oTmesneHne (36 Koek, BKITIO-
yasi 4 KOWKMW JHEBHOTO CTallMOHAapa), OTAEJeHHUE pea-
HUMAallui U MHTEHCHBHOM Tepamuu (6 KOeK) SIBJISIOTCS
CaMOCTOSITEJIbBHBIMU CTPYKTYPHBIMU envHuuaMu LleHTpa
um. H.IT. Hanankosa, HO (byHKUIMOHAIBLHO 3TU MOApa3/e-
JIeHUs1 paboTaloT B €IMHOM CUCTeMe TUarHOCTUKU U Jieye-
HUS IeTelt ¢ pa3TMYHBIMU OITyXOJIeBbIMU 3a00JICBAHUSIMU.
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Cmpykmypa demckoii onKoao2u4eckoil cayxucoot 6 Llenmpe um. H.I1. Hanan-
koea. OAPUT — omdenenue anecmesuonoeuu, peaGHuMayuu U UHMeHCUBHOU
mepanuu, [[BK — yenmpanvholii 6eHo3HbLi Kamemep

Hanpapiienus paGoThI M KOJUIEKTHB OTAEJICHUS

KomtekTuB IeTCKOTO OHKOJOTMYECKOTO OTHCICHUS
COCTOMT U3 OIBITHBIX JOKTOPOB, Mepetreamnx u3 fopomn-
ckoii kimmHmdeckoit 6ompHMIBI No 31 (ILIT Pamymecky,
T.A. Buxroposuu, JI.M. Ilai), 1 MOJIOIBIX MOTUBHPO-
BaHHBIX CTIICIIMAIMCTOB, KOTOPHIC IIPOIUIN KIMHUYECKYIO
opnuHatypy Ha 0Oasze otmeneHust (M.B. Bbe3bsasbrunas,
B.A. Illymakosa, H.C. [extsapeBa, B.C. ®emopos).
Peabwmmranineii B OTHeJeHWM 3aHUMAIOTCS Bpayu
E.C. YmxoBa u U.E. JlaBpoB. PykoBomuT oTaejieHHEM
JIOKTOp MEIUIIMHCKUX HayK, mpodeccop M.b. benorypo-
Ba. KoytekTuB oTImeIeHNsT peaHUMallni U MHTCHCUBHOM
TeparmMd TaKXe COCTOMT M3 OIBITHBIX aHEeCTe3MOJIO-
TOB-pEaHMMATOJIOTOB, Mpullleaux 13 lopomckoil K-
Hudeckoit 6onpHULIBI Ne 31 (B.4A. Kyour, T.1. ApryHosa,
M.H. PymHuiikasi), ¥ MOJOIBIX TPAMOTHBIX CIICIIVAJIH-
croB (B.A. Aramanos, B.H. Pymnumkuii, E.1. EBcioTu-
Ha). PykoBomut oTmeneHueM peaHUMAIlUM M WHTCHCUB-
HOI1 Teparmu Bpav-aHEeCTe3MOJIOT-pPEaHNMAaTOJIOT
4.9. CronboBckas, HauMHaBIIas CBOI MpodheCCUOHAb-
HBIH ITyTh MEACECTPOIl B IeTCKOM oTaesieHun [opomckoit
KIMHUYEeCKO# 0ompHMITBI No 31.

AMOYIaTOpHO-KOHCYJIBTaTUBHBIL ~ TIPUEM  JIETEH,
HampaBisgeMbix B LleHTp ¢ Tomo3peHMeM Ha OITyXO-
JIeBbIC 3a00JIeBaHMSI, IPOBOMST 3 ICTCKUX OHKOJIOTA:
B.B. Opnos, I0.A. Konycosa, O.E. 3yesa. [1pu HeoOXx0-
IUMOCTH TIAIIMEHT CPa3y MOXKET OBITh TOCITUTAIM3NPOBAH
B CTallMOHAp.

B otneneHum xuMmoTepanmuyu 1 KOMOMHHUPOBAHHOTO
JICUCHHUST OMYyXOJel y meTeid B AUArHOCTUYCCKUX IIETSIX
OKa3bIBAIOT KOHCYJIBTAaTUBHYIO IIOMOIIb TAlIMEHTaM,
HarnpasjieHHbIM B LIeHTp ¢ moao3peHueM Ha OIlyXoJie-
BBIII TIpoIlecc, TPOBOIST JIabopaTOpHOE OOCJIeIOBaHNUE,
JIepMaTOCKOINIO, (GYHKIIMOHAIBHOE 1 SHIOCKOITMIECKOE
WCCIIeIOBAaHMSI, TIPUMEHSIIOT BU3YAIM3UPYIOLINE METOIBI
(YTBTpa3BYyKOBOE MCCIIEIOBaHME, KOMITBIOTEpPHAs, Mar-
HUTHO-PE30HAHCHAsT ToMorpadusi, paarMoN30TOITHBIC
METOOBI, BKJIIOYAsS TO3UTPOHHO-3MUCCHOHHYIO TOMO-
rpacduio/KOMITBIOTEPHYI0O TOMOTpacuio), BBHIITOIHSIIOT
OMOIICHUI0 HOBOOOpPa30BaHUIA.

JleueHne OHKOJIOTMYECKMX MALIMEHTOB BKIIIOYACT:

— JIEKapCTBEHHYIO Tepanmuio (XUMHUO-, TapreTHas,
MMMYHOTEpAIus);
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— COIPOBOIUTEIBHYIO Tepanuio (MHTEHCUBHAS Tepa-
MUs OCJIOXHEHUI TTPOTUBOOITYXO0JIEBOTO JICUCHUS, 3aMe-
CTUTEJIbHAS TepaIus FTeMOKOMITIOHEHTaMU, peaHUMalIKs);

— XUpypruuyeckoe JiedeHue (HeWpoxupyprus, adbmo-
MHUHaJIbHAS U TOpaKajbHasl XUPYPIrusi, OPTONeANIEeCKIE
OIepalMy € YCTAHOBKOW 3HIOIPOTE30B, B TOM YUCIE
«PaCTYIIIUX»);

— JIy4eBYIO Teparulio, Ipu HeOOXOAMMOCTH IO Hap-
KO30M IPOBOIUTCS B paIroTeparieBTUYECKOM OTICICHUN
OnkoueHrtpa u B LlenTpe nmporonHoii repanuu MUBC;

— peabuIMTALIMIO Ha BCEeX ATarax JICUSHUS,

— MCUXOJOTUYECKOE COIIPOBOXKICHME.

AKTHBHO MCHOJb3YIOTCS KOWKM THEBHOTO CTAllMO-
Hapa.

VYHuKanbHBIM HAaIlpaBJIeHUEM SIBISETCS MHUIIMALIMS
JedyeHust 6eta-010KaTopoM y neTeit ¢ MHGhAHTUIbHBIMU
reMaHruoMaMu B Bo3pacTe 10 1 rona.

B otmeneHuy peaHuMalMu M WHTEHCHMBHON Tepa-
MUY eCTh MaJjasl olepallMOHHAasl, B KOTOPO MPOBOISATCS
MaJIOMHBa3UBHBIE omepaluy (OUOICUN), TMarHOCTHYEC-
KMe MaHMIYJISIIUK (JIoMOalIbHbIE IYHKIIMM, TperaHo-
OMOINCHUM KOCTHOTO MO3ra), a TakxKe oOecreyeHue IeH-
TPaJIbHOTO BEHO3HOTO J0CTyna (YCTaHOBKA LIEHTPaIbHBIX
BEHO3HBIX KaTeTepoB ¢ IepudepruuyecKuM ITOCTYIIOM
M pOrt-cUcTeMm).

B otnenenun co3ganbl KOM(POPTHBIE YCIOBUS TTPEObI-
BaHUS VIS IETEW U OJHOTO U3 PONUTEJIEN: OJHOMECTHBIE
najaTtbhl CO CIaJbHBIM MECTOM UISI B3POCJIOrO COIPO-
BOXIAIOIIETO U pa3nebHbIM cCaHy3/IoM. MiMeeTcs crieru-
aJbHO BBIJICJICHHOE TTOMEIIeHe — KOMHATa OTAbIXa IS
ponuTeieil, KoTopasl BKIIYaeT KyXHIO.

OTtaesieHUe TECHO COTPYIHMYAeT C KOJUIeraMu U3
Ipyrux TpodwibHbIX yupexaeHuii Cankt-IlerepOypra
n Mocksel: HMUIL AT'OU um. Imutpusi Porauesa,
HMMWI ounxomorun wm. H.H. bnoxuna, HMUILI
M. B.A. AnmazoBa, HUWM nerckoii oHkonornu, rema-
TOJIOTMM U TpaHcIiaHTonorun uMm. P.M. TopGaueBoii,
Cankr-ITeTepOyprckoro rocynapcTBEHHOTO NeAuaTpuyie-
CKOro MeIUIIMHCKOro yuuBepcurera, MUB.

IIcuxomormyeckas mojep:KKa neTeii 1 poauresiei

BaxHoii cocTaBisitonieii paboThI OTIEICHUS SIBJISIETCS
TICUXOJOTUYECKOE COMPOBOXKIECHUE PEOCHKA U €T0 CEMbU
BO BpeMsI TSIKEJIOrO IOJTrOBpeMeHHOro jedyeHus. Haua-
JIO 3TOMY OBIJIO TOJIOKEHO B TOpOACKON KIMHUYECKOI
oonpHue No 31: BmepBbie B Cankrt-IleTepOypre Mbl
opraHu3oBaiu «CyHIyK XpaOpOCTU» — 3TO €XKeAHEBHO
MomnojHsIeMass KopoOKa ¢ UrpylIKaMu, KOTopasi CTOUT
Ha BBIXOJIe M3 MpoleaypHoTro KabuHeTa. Kaxnblit peode-
HOK MOXKET BbIOpaTh cebe IMoAapoK B KayecTBe Mpu3sa
3a MYXKECTBEHHOE MOBEIECHUE BO BpPeMsl MEIUIIMHCKMX
MaHMITYISAuii. B HacTosIee BpeMst MpaKTUYeCKM KaxK-
JIbIA JETCKUIA CTAaLlMOHAP UMEET UTO-TO MOJ00HOE Hallle-
My «CyHIYKY XpaOpoCTu».

WUrpoBas — abCOJIOTHO HeoOXomuMasl IUIOIIaaKa
OTIEJICHMSI, TAe €XETHEBHO IPOXONST pas3iuyHbIe pa3-
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BJIEKaTeIbHBIC MEpOIPUSITHS. 3aMedyaTeJIbHbIA BOCIIH-
tarenb JI.I1. Cy600THHA TBOPYECKM TOAXOAUT K CBOUM
3amavyaM: TPaKTUYECKU €XETHEBHO Y JeTeil IIpOXOmsIT
MacTep-KJIacChl, BBICTYIJICHUSI apTUCTOB U pa3IMYHbIC
TBOpYECKHE KOHKYPCHI, ITO pe3yJibTaTaM KOTOPBIX peodsiTa
MMOJyYalOT 3aCIyKEHHbIC Harpaabl. DTO BaxHast COCTaBJIsI-
OIS ICUXOJIOTUYECKOM MOMIEPXKKU JCTEM, IMOJTyJdarOIINX
Tepanuio.

Hayunas nesitetbHOCTD

3a BpeMs CyIIeCTBOBAaHUsI OTAEJECHUS COTPYIHUKAMU
onyoimkoBaHo 6oJiee 250 HaydHBIX pabOT B OTEUECTBEH-
HBIX U 3apyOeKHBIX HAyYHBIX M3MaHUSIX, ObUIM YCIIeIlI-
Ho 3amumieHsl 4 kangupatckue (M.b. benoryposa,
B.b. CunxoB, M.I. Bnamosckas, [O.B. JduHukuHa)
n 1 npokropckas (M.B. benorypoBa) muccepTauuu.
bbu1 co3maH mepBBI YYEOHMK Ha PYCCKOM  SI3BIKE
«PyKOBOICTBO IO IETCKO OHKOJOTUM» MO peaakineii
M.b. benoryposoii (2002).

CoTpyIHHYECTBO C 0JIArOTBOPUTEIbHBIMH (hOHIAMH

3HauMMoe MeCTO B paboTe OTAeACHUS 3aHUMaeT
COTPYIHUYECTBO C 0JaroTBOPUTENbHBIM (poHmoM «Kpyr
J00pa», KOTOPBIi 00eCceYrnBaeT JOPOTOCTOSIIIUMU MEIN -
KaMeHTaMM MallMeHTOB C HEeNpoOJIacCTOMOM BBICOKOIO
pucka, ieKcudopMHBIMUA HelipopuOpoMaMu U OIyXO-
JISIMM TOJTOBHOTO MO3ra.

Cunamu 6marorBoputenabHoro ¢ponaa «CBET.JIETU»
B OTIEJICHMU OpraHM30BaHA IICUXOJOTMYecKasl CIIyXK-
0a B cocTaBe 5 MCHUXOJIOTOB U 1 Bpaya-TicuxmaTpa. DTa
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KOMaHJ1a oKa3biBaeT 3(p(peKTUBHYIO MpoheCCUOHATBHYIO
TIOMOIIIb MAIMEHTaM 1 POIUTEISIM.

TpynHo mpencraBuTh pabOTy OETCKON OHKOJIOTHMYE-
CKO#l CIIyXXObl 0e3 y4yacTusi OJaroTBOPUTEIbHBIX (DOH-
noB «lIllar HaBcTpeuy», «YMKa», «Hamexnma — mersm»,
«AnButa», «CuacTnuBblit Mup», «baarorBopurTeabHBII
®onn KoncrantuHa XabeHckoro». OHU  OKa3bIBalOT
TIOMOIIb CEMbSIM, ITIOMABIINM B TPYIHYIO KU3HEHHYIO
CUTYyallMIO, a TaKXKe YJ4acTBYIOT B IIPUOOPETEHUU HEOO0-
XOAUMBIX MeAuKaMeHTOB. MOHIbI 3a00TSTCS O CBOEBpE-
MEHHOM IIOMOJHEHUM WTpyIIKaMu Haimx «CyHIyKOB
XpabpoCcTU» M PacXOJHOI0 MaTepuaa JIjIsi MacTep-Kjiac-
COB, OPTAHU3YIOT TIPA3IHUKHA [T IETEM U POIUTEIICH.

Konnexmue demckoii onkonoeuueckoit cayxcovt 6 Llenmpe um. H.I1. Hanan-
Koea
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VIl Kourpecc POAOI «AxkTyanbHbie npo6nembl
W NnepcneKkTUBbl Pa3BUTUA AETCKOI OHKONOrUMU U remaTonorum
B Poccuiickoit ®epepauun — 2026»

23-25 ampenss 2026 . cocrosticst VII KoHrpecc
POOT «AkTyanbHble TPOOIEMbI U EPCTIEKTUBBI Pa3BU-
THSI IETCKOI OHKOJIOTUM M reMartojioruu B Poccuiickoii
®eaepatuu — 2026», KOTOPBIii MO3BOJMI HAM YKPEMTUTh
JIpy>Xeckue M HaydHble cBsi3u. KoHrpecc mpoBomuics
B rubpuaHoM c¢dopmate u cobpan 6osee 2000 pene-

raToB MpakTUYECKU U3 BceX cyobekToB Poccuiickoii
®enepanuu 1 ctpaH EBpasuu. B pabore meponpusitust
B KayecTBe JIEKTOPOB MPUHUMAIM ydyacTHE TMpeacTa-
Butenu BceMupHOlW opraHuszanuu 30paBOOXpaHEHUS
(EBponeiickuii opuc, KonenrareHn, Jlanus).

Mo6eantenn npemun «3a BepHocTb npocheccumn — 2026

VBaxkaembie Koyuteru! B aToM romy B ouepenHoit pa3
ObL1a BpydyeHa mpemust «3a BepHOCThb nmpodeccum». Ipe-
suanyM PO OI ennHOTIACHO TPUHSUT pellieHUE BPYYUTh
MPEeMHUI0  CIICAYIOIUM BpadyaM-ACTCKUM  OHKOJIOTaM
U reMaToJIoTaM:

— OnpBupe BeneposHe fAxymnosoii (Yoa);

— Wpune BukroposHe TonuapoBoii (KammHuHrpanm);

— Mapune BukropoBHe bypHatieBoii (Bragukaskas).

HUpuna Bukmopoera lTonuaposa (Kaaununepao)

Inveupa Beneposna Hdxynosa (Ygha)

Mapuna Buxmoposna bypuauesa (Baradukaskas)

Hawe coo6wectso — geatenbHocts POLAOL // Our community — activities of the RSPOH
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VIl KoHcpeperuus «HHHOBALNOHHbIE METOAbI NIE4EHNA OHKONOru4ecKux
U remMaTonoru4yeckux sabonesaHui y aerei»

15—16 mas 2026 . 8 HUUM neTckoii OHKOJIOTMU, reMa-
TOJOTUM W TpaHciuiantosorun um. P.M. TopbGauesoit
npouutia VII koHdepeHuusi «MHHOBAaLIMOHHBIE METOABI
JIeYeHUsI OHKOJIOTUYECKUX W TeMaTOJIOTUIeCKUX 3a0oJie-
BaHUIi y JeTeil», KoTopasl cobpajia BeaylIuX CIelraiun-
CTOB B 00JIaCTH JETCKOW OHKOJIOTHH.

Yuacmuuku kongepenyuu

HayuHo-o6pa3oBaTtenbHblii ceMUHap «[JanbHue pernoHbl»

10—11 wutons 2026 T. cocTosicsi HaydHO-0Opa3oBa-
TEJTHHBIN CEMUHAp B 00JIACTU TEMATOJIOTUU, OHKOJIOTUU
U UMMYHOJIOTVU Y JAETEN W MOJIOIBIX B3POCIBIX TIO TPO-
rpamMmMe «JlaibHUE pervoHbl» ISl CIEeIUAINCTOB, Pabo-
tatouux B Huxeropoackoit obnactu. MeponpusTue
nponuto B rubpunaomM dopmare Ha 6aze BY3 HO «Huke-
ropojicKasi o0yiacTHasi AeTcKasi KJIMHW4YecKash OOJIbHU-
ua». B pamkax cemunapa Beayuue cneunanuctel HUN
IETCKOW OHKOJIOTMM M TreMarojoruu uM. akan. PAMH

JILA. OypnoBa HMWI onkosorun uM. H.H. bnoxuHa,
HMHUL AT'ON wum. Omutpust Porauesa, HUM ner-
CKOl OHKOJIOTMM, TeMaTOJIOTUM W TPaHCIUIAHTOJOTUU
nM. PM. Top6ayeBoil u Apyrux yuypexkIeHUi BBICTYNH-
M ¢ HAayIHBIMM AokjagamMu. CoCTOSIOCh OOCYKIeHUe
BO3MOXHOCTEN pPa3BUTUS CJIYKObI JETCKOW OHKOJOTUM
W TeMatojorun B cyowbekTax Poccuiickoit Peneparum
M CO3[aHUS OKPYXKHBIX LIEHTPOB.

18-t KoHrpecc A3uarckoro otaenenusa MexayHapoaHoro obuecrtsa
nerckon oHkonoruun — SIOP Asia 2026

25-27 wwonsa 2026 r. B Ynan-Batope (MouHronus)
COCTOSIICS €KETOJHbI KOHTpecc A3MaTCKOTO Mmomapasie-
JieHust MexXIyHapoIHOro 00I1IeCTBa IETCKUX OHKOJIOTOB —
SIOP Asia 2026. InmaBubiM cobbiTieM KoHrpecca cran
BU3UT B MOHTOJIMIO 3aMeCTUTENISI MUHKUCTPA 31PaBOOX-
paHennst Poccuiickoit @enepanun Esrenun KoTtoBoi,
KOTOpasi Ha LIEPEMOHMU OTKPBITHsI (hopymMa TOTIPUBET-
CTBOBaJIa JieJleraToB U pacckaszaia o0 ycriexax Poccun
B 00J1aCTU IETCKOI OHKOJIOTMK-TemaTojoruu. Ciyiare-
JIM JOKJIaJa BbIPa3WIM BOCXUILEHUE YCIIeXaMU IeTCKOW
OHKOJIOTUM-TeMATOJIOTMM B Halllell cTpaHe W OTMETUJIU
Kto4eByto posb [IpaButensbctBa 1 MuHMCTEpCTBA 3/1pa-
BOOXpaHEHUs B pa3BUTHM Halieil otpaciu. Kpome toro,
BcemupHas opraHuzaiuysi 30paBOOXpaHEHMS MpU3HAJa
BBICOKYIO MOTPEOHOCTh B MEPEeHOCE MEepeaoBOTO OMbITa
Hallleil CTpaHbl B Ipyrue CTpaHbl B paMKax 0OMeHa OITbI-
TOM Ha MEXXJyHapOIHBIX IIJIOIIAIKAX.

Comnpencenatenb HaydyHoro Komuteta KoHrpecca
SIOP Asia 2026 ucnomHutenbHbiil aupekrop POJOT
Kupunn KupruzoB monsen TmiepBble HaydHbIE WTOTH
(bopyma Ha 1LIEepeMOHUU 3aKPBITHS, IO JAaHHBIM KOTO-

pbIX Hallla CTpaHa oKa3ajlaCh aOCOJIIOTHBIM JIMIEPOM TIO
YUCJTYy YCTHBIX W TIOCTEPHBIX JTOKJIAlOB, KAaueCTBY Hayd-
HOTO MaTepuaja 1 YucieHHocTH aeierauuu. Ot Poccun
npo3Byyano 33 YyCTHBIX JOKJIaga — 3TO COOOIIEHUs Kak
OT MPUIJIALIEHHBIX JTOKJIAIYUKOB, TaK U IO pe3yJbrataM
oTOOpa 1O TPUCIaHHBIM Te3ucaM. DTo camoe OOJIbIIoe
YucJIO B pedTuHre crpaH (Ha BTOpoM Mecte — KHP
¢ 24 noxnagamu). Bcero xxe Ha KoHrpecce nposBydaso
243 coobuienus ot 145 noknaguukos B 60 ceccusix. Kpo-
Me Toro, 12 ceccuii MpoIUIU MO MpeacenaTeIbCTBOM yue-
HbIX 13 Poccuun. Hamm ycTHbIe nokjianbl ObLTU BBICOKO
OLIEHEHBI XXIOPH, 1 3 M3 HUX OTMEUEHBI KaK JIy4IIue.
Bcero nHa Kourpecc Obu1 momaH 351 Te3uc u3
37 ctpan mupa. 3 Poccuiickoii @enepalinu ObLUIO MOIaHO
70 te3ucoB — 310 BTopoe MecTo 1nocjie KHP (93 tesuca),
HO ¢ OOJbLIMM OTpbIBOM OT WMHAUM (TpeTbe MecTo,
34 te3uca). [locTepHble NOKJIaAbl OLEHUBAINUCH MEXY-
HapOIHBIM KIOPU IO/ TIPECeNaTeIbcTBOM Tipodeccopa
Axupbl HakaraBapsl (SAmoHust). UneHamu Xiopu craiu
ABTOpPUTETHbIE yueHble — akamemMuk PAH Bnagumup
TMongkos (Poccus), Tondpu Yan (KHP), Ckott ToBapn
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(CIIA), Ty3ans Mamenosa (Y36ekucran), Moxoy JKanr
(KHP), Axuxupo Monena (Inouust) u Ilamine MoHce-
punycopH (Taunanng). Cpenn 14 mobeauTesneil HoCTepHO
ceccuH 3 SIBIIIOTCS MPEACTaBUTEISIMU Hallleil CTpaHbl.
Ha Konrpecce cocrosiiuch creluMalbHbIE CECCUU
St. Jude Global, APHOG, a tak:ke opraHu30BaHHBIE 110
nHuumatuse npesuaeHta POJIOI npodeccopa CeeTaaHbl
BapdosnomeeBoii 3acenanus «JleTcKast OHKOJIOTHSI M reMa-

Yuacmuuru SIOP Asia 2026
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Tojjorus B Poccum» u cummnosnym EBpasumiickoii IIKOJIBI
JIETCKOTO OHKOJIOTa U remMaTosiora. JlaHHbIe CeCCUM TIpU-
BJICKJIM OTPOMHBIII MHTEpeC, a MOKJIaabl MpeacTaBUIN
BeIyIlIMe CIEIIMAIMCThI Hallleil CTpaHbl U CTPaH-YWICHOB
EBpa3uiickoii IKOJIbI IeTCKOTO OHKOJIOra ¥ reMaToJIora.

Heneramusa Poccuiickoit Pemepanun cranga TakxkKe
camMoii OosbIION 1O 4ucay ydacTHUKOB KoHrpecca —
35 yenoBex.

Pa6ouyas sctpeya SIOP RTSG 2026

22—24 uions 2026 r. B r. Jlwuuib (PpaHuKsi) COCTO-
anachk padbouast Bctpeya SIOP RTSG 2026. Ha BcTpeue
ObUIM PAacCCMOTPEHbI 3allJIAHMPOBAHHbIE M3MEHEHMUS

B IIPOTOKOJI Tepannu oryxoJieii mouek y nereii Umbrella
SIOP RTSG 2016. Poccuiickyio Penepalinio npeacras-
s Tapuk CarosiH.

Hawe coo6wectso — geatenbHocts POLAOL // Our community — activities of the RSPOH
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Mamatn Hapexnab! EBrenbesHbl [lynaesoi

3 anpens 2026 1. B Bosoroackoit ooia-
ctu yuuta u3 xku3au Hamexxna EBreHneBHa
JynaeBa — 3aciyxeHHbIT Bpad Poc-
cuiickoii Depepaumu, IETCKUI XUPYpPT-
oHKoJI0T. OHa OoJiee YeThIPEX MECITUICTUI
paboTajia B MeOUIIMHE, €€ BKJIaI B TIOMOIIb
JIETSIM C OHKOJIOTMYECKNMU 3a00JIeBAaHUSIMU
B PETHOHE TPYIHO TIEPEOIICHUTb.

Hapnexxna EBrenneBHa pomuiiach 8 ceH-
Ts10pst 1953 & B 1. AaTpomnoBo Koctpom-
CKOIl 00JIaCTM B CeMbe JIIOOSILIUX U TPY-
IOMIOO0MBBIX pomuteiieli. CBOIO TPYIOBYIO

ITon ee mnpucCTaIbHBIM PYKOBOJICTBOM
U C HEYMOJMMBIM CTPEMJIEHUEM MOMOYb
KaXIoMy peOeHKY oTaeiaeHue pabdoraio
MO/1 IEBU30M: «BBITTOJHUTb BCE BO3MOXHOE,
a TIOPOI0 X HEBO3MOXKHOE, IMPOo(eCCHOHATb-
HO W ObIcTpo». CrTporas, cIpaBemIIABasI
1 TpeboBaTesbHas IPeXIe BCero kK ceode,
OHa HE MOTJia IOMYCTUTh MUHOTO OTHOILIEHUS
M K KOJUIeTaM.

3a 3aciyru B [ejiec OXpaHBI 3IOPOBbS
JIeTeli, MHOTOJIETHUI 10OPOCOBECTHBIN TPY/IL,
Hapnexna EBrenneBHa JlyHaeBa Harpaxnie-

JedTeJIbHOCTh OoHa Hadana B 1970 . B kaye-
CTBE CaHUTAPKM XUPYPTUYECKOTO OTIeJie-
HUST AHTPOIIOBCKOM LIEHTPaJIbHOU paiilOHHOI OOJILHUIII.
ITocne okonuanus SIpociaBcKoro MeAUIIMHCKOTO MHCTU -
TyTa B 1977 T. IO CIEIMAIBbHOCTH <«IIEAUATPUSI» W TIPO-
XOXAEHUSI MHTEPHATYphl IO CIIELMAJIbHOCTU «IeTCKasl
XUPYprusi» padboTtalia BpauoM-IeTCKUM XUPyproM B Boro-
TOICKOI O0JIACTHOM HETCKON KIIMHUYECKON OOJIbHUILIE.
B 1984 1. ycrienrHo oKOHYMIIA OPAMHATYPY 1O CITeIUATb-
HOCTHU «JIeTCKasl Xupyprus» B JIeHUHTpaJICKOM IeauaTpy-
YeCKOM MEIMILIMHCKOM WMHCTUTYTE, a CIYCTS HECKOJIbKO
JIET TOJIy9MyIa cepTU(UKAT 10 CIEIMATIBHOCTU «IeTCKas
OHKOJIOTUST» W TPOJOJIKMIIA pabOTaTh B XUPYPruIeCKOM
oTaeJieHuu Bosoroackoii o0JlacTHOM IETCKOM KIIMHUYE-
CKOIi OOJIbHUILIBI.

IMoutn 40 ner cBoeil NpodecCUOHATBHONW KU3HU
Hanexna EBreHbeBHA MOCBITUIIA JIEYSHUIO IETE C OHKO-
JjorndyeckuMu 3aboseBanusgMu. B 1980 1. ona opranmuzo-
Bajla MEpBbIM aMOyJIaTOPHBI MNpUEM OETCKOIr0 OHKO-
Jiora B pernose, a ¢ 1986 r. kabMHeT JeTCKOTO OHKOJIOra
paboTaeT B IITaTHOM pexXuMe Ha 0a3e KOHCYJIbTaTUBHO-
IMarTHOCTUYECKOro 1IeHTpa Bojoroackoit o06iaacTHOM
NETCKON KIIMHUYECKOI OOJIbHUIIBI.

B 1995 r. mo nnnumatuse H.E. JlyHaeBoii BbIaeaeHbI
MepBble MATb KOEK ISl JIEYEHUs JeTell C OHKOJOoruye-
CKOI maroJjiorueid Ha 0a3ze XUPYpPruuyecKoro OTAeICHUS,
YTO CTaj0 BaXXHBIM IIIaTOM B Pa3BUTUU TPOGWILHON
MEIULIMHBI.

Hanexna EBreHbeBHa MHOTO JieT ObLla IJIaBHBIM
BHEILUTAaTHLIM  JETCKMM  OHKoJjioroM  Bojoroackoii
objlactu, Onaromapss ee HACTOMYMBOCTHU, TPYHAOIIOOUIO
U T71y00KOI MPpeaaHHOCTU CBOEMY JIeJly B perMoHe Havajia
GopMUPOBATLCSI CUCTEMA CIELMAJIM3UPOBAHHON OHKO-
JIOTMYECKOI MOMOIIY MaJIeHbKUM ITallMeHTaM.

PesynbratoM MHOrojeTHeil KpOMOTIWBOW  pabo-
o1 H.E. JlyHaeBoii M CO30aHHOKW €K KOMaHOblI CTajo
OTKPBITHE OTHENCHMSI OETCKOM OHKOJIOTMH, IeMaToJIo-
r'mu U XuMuoTepanuu Ha 15 koek Ha 0a3ze Bosoroackoit
00JIaCTHOI AETCKOM KJIMHUYECKOU OOJIbHUIIBI B sIHBape
2013 .

Ha TIOYETHBIMU rpaMoTamu BoJsioronckoit
00JIACTHON NETCKOW KIMHUYECKOW OO0Jb-
Huupl, [enaprameHTa 3apaBooxpaHeHUs1 Bosoroackoit
o0JIacTH, el IMPUCBOCHO ITOYETHOE 3BaHME «3acCIyXeH-
HeI1 Bpau Poccuiickoit Menepannm», BpydeHa Harpama
«IToueTHnlii 3HaK [ybepHaTOpa 00JIaCTU», OHA SIBIISIETCS
JlaypeaToM KOHKypca «JIy4lmii Bpau romar.

OcobOeHHO XOYeTcss OTMETHTh Harpamy, ITOJIydeH-
Hyl0 oT HanmoHajibHOro o01ecTBa JeTCKMX OHKOJIOTOB
W TEeMaTOJIOTOB «3a BEPHOCTb mpodecchin», KOTopas
oTpaxkaeT Bechb XXKM3HEHHbIN myTh Hanexnbl EBreHbeBHbI
KaK ClTy>KeHHUe.

Kosnern BcmoMMHAIOT €€ Kak XuUpypra BbICOKOTO
YPOBHSI, BHUMATEJbHOIO HACTaBHMKA, TOTOBOTO MPUKUTH
Ha TIOMOIIb B JTI00yI0 MUHYTY. OHa aKTMBHO BHEApSa
COBPEMEHHbIE MOIXO/bI U IeJINIACh OMIBITOM C MOJIOAbIMU
creluuaaucTaMu.

[ns maumeHToB U ux ceMmeilr Hanmexxna EBrenneBHa
ObUla HE TOJILKO BpayoM, HO M 4YE€JIOBEKOM, KOTOPBIi
TOIep>KUBAJI B CaMble CIIOKHBIe MOMeHTHI. Ee mpodec-
CUMOHAJIM3M, a [JIaBHOE — XXW3HEPAJOCTHOCTh, ONTUMU3M
U Bepa IMTOMOTJIM MHOTUM JETSM U UX POIUTENSIM HAyUUTh-
Cs1 3aHOBO KUTb U OOEAUTDH OOJIE3Hb.

Otnomenne H.E. JlyHaeBoii K Jeiy criaceHUs XKU3HU
netreid BoaoromurHbl 0CTaBUIIO 3aMETHBIN CJIE/ B PETUOHE.

Ectp kakasi-TO HecnpaBeIMBas HEOTBPaTUMOCTH
B TOM, YTO NpUYMHON yxona u3 xu3Hu Hagexnwl EBre-
HbEBHbI CTaJl TOT Xe HEJAYT, U3 Jiall KOTOPOro OHa cymesa
BbIpBaThb MHOTMX AeTei. YenoBek, KOTOPbI HE yTpaTui
BHUMATEJbHOCTU K MalMEHTaM, CIOCOOHOCTU K corle-
peXMBAHUIO Jaxe B NEPUOJ CBOEi 00JIe3HU, TTPOAOIKAS
JIUUTb MAJIECHbKMX MAllMEHTOB, CKPbIBAsl MIPaBay O CBOEM
3mopoBbe. OHa M0 KOHIIA CBOEW XM3HU OBLIa yBepeHa
B 1no0ejie, Mpu3biBasi MALMEHTOB CpaXaTbCs U HE OMy-
CKaThb PyKM.

Jeno Baieit xku3Hu MpoaoJKaeTcsl B padboTe oTaese-
HUS, B ObIOLIMXCS CEpALaX AeTei U UX POAUTEIICH.

Hwuzkuit noxnon Bam, Hanexxna EBrenneBHal

Koaaexmue Boaozodckoii o6aacmuoii demckoil
KAunu4ecKon 604bHuUbL
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IFNYy — LleHTpaibHOE 3BEHO LIMTOKUMHOBOIO «LITOPMa»,
NpY KOTOPOM HEKOHTPOMPYEMOE BbICBOOOXAEHME
npoBoCnannTeNbHbIX LMTOKMHOB NPUBOANT

K rMnepakT1MBaLmMm MOHOUMUTOB / Makpoaros®

MepBuyHbIN 1T 6bICTPO NpoOrpeccupyeT
n 6e3 nevyeHns NpPMBOAMT K NleTasibHOMYy ucxoay'

MEPBUYHbIA NI TPEBYET HE3SAME/IUTE/IbHbIX AEACTBUA

Bes3 cBoeBpeMeHHOro gMarHosa /1 Tepannym MegmaHa BbDKMBA@MOCTU NaLeHTOB C nepBuYHbIM 1T
He npeBbiwaeT 2 Mmecsles’

MHOIMOOBPA3ME CUMIMNTOMOB NEPBUYHOIO 'l SATPYAHAET NMOCTAHOBKY ANAMHO3A'

BbIMOJIHEHWE 5 N3 8 KPUTEPUEB /1 HEOBXOAUMO 4/151 YCTAHOBJIEHWSI AUATrHO3AS
v Nuxopagka > 38,5° >7 aHeli
I CnneHomeranua >3 cM n3-nofd Kpas pebepHoii ayru

V' LinToneHnsa c BoBNeYeHneM 2-x 1 6051ee POCTKOB KPOBETBOPEHMUS

° remornio6uH <90 r/n
» TpomGouuTel <100x 10°%/n
* HenTpodunbl <1x10%/n

MnepTtpurnuuepuaemmns (=2 Mmosnb/n) u/vnu runocpubpuHoreHemus (<1,5 r/n)

FemocharoumnTos (KOCTHbIN MO3I, TMKBOP, NMMdaTnyeckmne y3snbl)

|
|
1 AktnBHOCTb NK-K/1ETOK CHUXEHa UMK He onpeaenseTtcs
1 TMoBbiweHne ypoBHs depputrHa =500 MKr/n

|

[MNoBbiweHne ypoBH:A sCD25 >2500 Ea/n (sCD25 = pactBopumas popma peuentopa IL-2)

T = remocharoumTapHbIii TMMOrMCTMOLUTO3
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