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PEJAKLNOHHAA KONNErnsg
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npobaem Qusuxo-xumuueckoi gapmaronoeuu PAH, npogeccop ®I'BOY BO «Mockosckuii eocydapcmeennviii ynusepcumem um. M.B. Jlomonocosa», 3aeedyrousuii
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neduampuyeckoeo ¢paxyremema DPIAOY BO «Pocculickuii HAUUOHAAbHbLE  UCCAe008amMenbcKull  Meduyurckuil  yrugepcumem um. H.U. [lupoeosa»
Munzdpasa Poccuu, 3asedyroujuii Kagheopoii mpancaayuoHHoU u p pamueHoil meduy, DIAOY BO «Mockosckuii usuko-mexnuueckuii uHCmMumym
(eocydapc ji pcumem)» (Mockea, Poccust)

CkopoooraroBa Enena BnamumupoBua, d.m.n., 3agedyiouias omaoenenuem mpaHcnAGHmMAauyuu Kocmuoeo mosea Poccuiickoil demckoil Kaunuveckoli 00abHULb!
DIAOY BO «Poccuiickuii HayuonanbHbwlil uccredogamenvckui meouyunckui ynueepcumem um. H.H. Iupoeosa» Munzopaea Poccuu (Mockea, Poccus)

Tyreabsn Anekceii Bukroposuy, uien-xkoppecnondenm PAH, 0.m.H., npogeccop, 3asedytowuii aabopamopueii UnheKyuil, C6sS3aHHbIX ¢ OKA3aHUeM MeOUUUHCKOU
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YBaxkaemble KoJuierun!
Joporue 1py3bs!

Bot n HacTyrmun HoBbIi, 2023 ron. Kaxkmerit Tof 1t BceX Hac BCeTaa HOBBIN, TTOJIHBIN BEpHI B UCITOJI-
HEHMS XKeJJaHWM. YIIeAInii Toa MpUHEeC HaM MHOTO ITOTPSICEHMIA, HO ObUIM M XOpPOIlIne MOMEHThI. OHM
CBSI3aHBI KaK ¢ HAIIMMU OOIIIMMU MepoIpusdTusaMu, Tak u ¢ pa3putrueM P2XKJII11O. [Mpomen I11 oobennHeH-
et Konrpecc HOAT'O n PO O «AxTyanbHBIE TPOOJIEMBI U TIEPCIIEKTUBLI Pa3BUTUS TETCKOM OHKOJIOTUM
u remarosornu B Poccuiickoit @epepaunu — 2022», KOTOPBIi MO3BOJMII HAM BCEM TOAAEPKATh APYT Apyra
U YKPEIUTh ApYXKECKHe 1 HaydHble CBsI3U. B pamkax 3 OiecTsiie opraHM30BaHHBIX KoMaHmoil KoHrpecca
nHeit ®opym nocetusin 6osee 400 ounbix 1 1000 nesreratoB B hopmaTe OHIAMH.

2022 ron mpoJeMOHCTPHUPOBAJ Pa3BUTHE KOOTIEPALIMA MEXKIY LIEHTpaMU JETCKO OHKOJIOTUM U TeMa-
TOJIOTMH, B TOM UMcJie U Ha 6a3e Hamero Oo6miecrsa. Tak, B 3ToM rogy 6nsuta cpopMrupoBaHa MHOTOLIEHTPO-
Basg KOMaH/a MO IMAarHOCTUKE U JICYEHUIO NeTeil ¢ CMHIAPOMOM M30BITOYHOTO pocTa ¢ mytaunein PIK3CA,
BKJIIOYAIOIIAs CICLMAIMCTOB U3 6 LeHTpoB. Hayana pabGoTy rpyIa Mo M3y4eHUI0 W JICYCHUIO CapKOM
MSITKUX TKaHEW C MCIIOJIb30BaHUEM UMMYHOTEpaIIMy Mo pykoBoacTBoM Ipodeccopa C.A. KyneBoii, mpo-
M30IIUI0 00BbeIMHEHME 2 IIEHTPOB IO JiedeHno capkoMbl FOuHTra mon pykosoactBoM O.M. PomaHiioBoit
u W.B. Kazannesa. Ha ceronnsiinnuii neHp Poccuiickas rpynna BOM Bkitouaet 13 LEeHTPOB, a IO PyKO-
BoxacTBoM M.}O. KauanoBa u A.M. CyneiimaHoBoit B Poccun akTMBHO paboTaeT rpymiia mo peakuM OIy-
XOJISIM, IEMOHCTPUPYIOIIasl BHICOKUI YPOBEHb ITOATOTOBKM M €AMHCTBA. PaciiupsieTcss Kpyr yupexXneHui,
KOTOpbIE YYaCTBYIOT B MYJIbTULIEHTPOBLIX UcciienoBaHusix. Hanpumep, HUW neTckoit OHKOJIOIMU U reMa-
tosorun uM. akagemuka PAMH u PAH JI.A. lypnosa ®I'BY «<HMMUII onkonoruu um. H.H. Bioxuna»
MunszapaBa Poccum BCTynmua B MCCIEIOBaHME MO MJIAAEHUYECKOMY OCTPOMY JMMMOOIaCTHOMY JIEHKO3Y,
nHuuuuposaHHomy ®I'BY «<HMUWUL, ATOU um. Imutpust Porauesa» Munsapasa Poccun.

YBepeHbl, YTO B HACTYIUBIIEM IOy MbI IIPOIOJKUM OOBbEIUMHSITHCS U JICUUTD IETEl B MYJIbTUIMCII -
IJIMHAPHOM ¥ MHOTOLICHTPOBOM KOMAHIE.

Oco0Oyro 07arogapHOCTh BbIpaxkaeM pedaKIMOHHON KOJIJISTMM M pelleH3eHTaM XypHalla, KOTO-
pble 100poXenaTeJbHO HACTPOSHBI K aBTOpaM, MCKPEHHE ITOANEePKUBAIOT X Ha BCEX dTamax padoThl Hall
PYKONUChIO. BAyMUMBBIN MOAXOA PELIEH3EHTOB MO3BOJISICT YIy4IllaTh CTaTbU M HAXOAUTh HOBBIE aCIIeKThI
B McCCJeayeMoii mpobiieMe.

ITycte HoBBIii rom OTKpOET HaM ABEpU B HOBYIO XKU3Hb, INI€ €CTh MECTO TOJbKO PaJIOCTHBIM HOBO-
CTSIM, TIPUSITHBIM CIOPIIpU3aM, IIepeMEeHaM K JIydIlIeMy, YCIIEITHBIM CTapTaM U JOCTHXKeHMIO BepiinH. [1ycTh
OH 3aJaCT HACTPO Ha OiKaiiiye 365 nHeil — NPUITOAHATHINA, ONTUMUCTUYHBIA. [1ycTh KaxKablil 3aragaet
caMoe HEeCOBITOUHOE XKeJlaHNe U UICKPEHHE ITOBEPUT B €ro CKOPENIIIee OCYIIECTBASHHUE.

IMosnpasnsem Bcex ¢ HoBbiM romom! 3mopoBbs BaM 1 BallinM OJIM3KNAM!

Pedarxuusa PK)[Tu0O



m POCCUINCKII XKYPHAN 4! 2022
POAOr JETCKOW FTEMATONOIWN u OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology TOM/VOL. 9

https://doi.org/10.21682/2311-1267-2022-9-4-11-26 ‘ (c

BY 4.0

MipoToHHas ny4yeBas Tepanus Y NaUMeHTOB AETCKOro Bo3pacra
C ONYXONAMM LeHTPanbHOW HepPBHOW CUCTEMbI:
0CcoOeHHOCTU METOoAa, aHANN3 KNWHUYECKUX [AaHHbIX

A.1O. Cvupnosa!, I.T. Panynecky?, H.A. Bopoobes* *, 1.B. Be3basbrunaga’, H.1. MapreiHosa®, JI.A. Moprauesa',
M.B. Benoryposa'2, }0.B. /Ilunukuna'

'DI'BY «HayuonanvHolit meduyuHcKui uccredosamenvckuil uenmp umenu B.A. Anmazoea» Munzopaea Poccuu; Poccus, 197341,
Canxm-Ilemepbype, ya. Akkypamosa, 2;

°I'hY3 «Canxm-IlemepOypeckuil KAUHUYECKUT HAYHHO-NPAKMUHECKULL UeHMP CReUUaAU3UPOBAHHBIX 8UO0E MEOUUUHCKOU NOMOUU
(oHkonoeuueckuii)»; Poccus, 197758, Cankm-Ilemepbype, noc. [lecounsiii, ya. Jlenunepadckas, 68A;

J000 <«JleuebHno-duaenocmuueckuil yenmp Mexcoynapoornozo uncmumyma ouonoeuqeckux cucmem umenu Cepeest Bepesuna»;
Poccus, 197373, Cankm-Ilemepoype, ya. Inyxapckas, 16, kopn. 2;

‘OI'bOY BO «Cankm-Ilemepbypeckuii 2ocyoapcmeernuiil ynugepcumem»; Poccus, 199034, Cankm-Ilemep6ype,
Yuueepcumemckas na6., 7/9

Konrakrhbie nannbie: Awna FOpvesrna Cmuprosa smirnova_a_yu@almazoveentre.ru

Axmyaavnocmo. Onyxoau yenmpansrot Heperoil cucmemsl (LLHC) seasgomces Hauboaee yacmo cmpedaroufumucs: COAUOHBIMU ONYXO0AIMU
demcko2o 603pacma, nooxo0 K Ae4eHUto KOMOpbIX S6ASemcs MYAbMUMOOGNbHbIM U coYemaem XupypeuvecKuil 3man, UHMeHCUBHYH)
noauxumuomepanuro ([IXT) u ayuesyro mepanuro (JIT). Bcaeocmeue mokxcuunocmu, npeumyujecmeenno omodanentoii, JIT umeem
0epaHu4eHHoe npUMeHeHUe Y NAyUeHmMo8 0emcK020 803pacma, 0cobenHo ons demeil maaduie 3 sem. Pusuueckue 0cobeHHOCHU NPOMOHHOI
JIT (IIJIT) noseonsiiom MUHUMU3UPOBAMb PUCK U 8UObI MOKCUYECKUX ocaodcHeHuil ¢ cpasrenuu ¢ gpomonnot JIT (DJT) u deaarom ee
npeonoumumenshee 8 0emcKoM 603pacme.

Ileav uccaedosanus — npoanasuzuposams onvim nposedenus ILUIT y nauyuenmos maadwe 18 asem ¢ paziuunbiMu 6apuanmamu
310KavecmeeHHbIX Hogoodpaszosanuii (3HO) I[HC c¢ oyenkoil pakmopoé pucka ocmpoil u 0moaseHHoU MOKCUMHOCMU U ee KAUHUYeCKUX
NposAGACHUII.

Mamepuaavt u memoowt. [Iposeden pempocnexmuénniit anaius 63 kypcoe ILJIT, evinoanennoti 58 nayuenmam co 3HO I[HC 3a nepuod
¢ 2018 no 2022 e. na 6asze Llenmpa npomonnoit mepanuu OO0 «JIIL] MUBC». Haubonee demanvHo oueHusauco nposaeHus 10Ka1bHol
U CUCMEMHOU 0CMPOIl MOKCUYHOCIMU C OUEeHKOIl 8ausHUs 8o3pacma, oosema JIT, ucnoavzosanus npeduiecmayioweii xumuomepanuu (XT)
U COHeMAaHHOU XUMUOAYHEBOL Mepanul Ha CMeneHb GbiPpaAXNCeHHOCMU Hedceaamenbhbix aerenuti (HA).

Pesyavmamot. B uccaedyemoii kocopme npeobaadanu nayuenmoi ¢ smopuonanshoimu 3HO ITHC (72,3 %). Meduana éo3pacma cocmasuna
5 aem 2 mecsauya, meduana nepuoda Habawoenus — 15 mec. B 36 % cayuaes Ovin docmueHym noAHbi 0meem K Ha4any npoeeoeHus:
ILIT. Ilpeo6aadanu nayuenmot ¢ nposedenuem Kpanuocnunaiviozo oonyuenus (KCO) (60 %) ¢ couemanuu ¢ aokanvroii IIJIT. Cpedu
nposieaenuii ocmpoii moxcuurnocmu npeoonadaru HA [—11 cmenenu. Haubosee wacmo écmpeuanuce mecmuule peaKyuu  sude 0epmamumos
(84 %), gokanvubix aroneyuii (96 %). Cpedu cucmemnvix HA wawe éceeo umenu mecmo eemamonoeuueckue ocrodxucnenus (84 %). boaee
8bIPANCEHHBIL NPOPUAL MOKCUMHOCMU 3apecucmpuposan é epynne nayuenmog ¢ KCO, ¢ mo epems kax nomenyupyrowas XT, eozpacm
nauuenma, npedwecmeyroujas [IXT He 0Ka3vi6anu 3HAUUMO0 SAUSHUS HA 8bIPAICEHHOCMb OoabluuHcmea oyenusaemvix HA (p > 0,05).

Ouenka nozonux moxcuueckux agpgpexmoe (I1T0) 6vira 3ampyoHumenvHa 68udy HeOAUMENbHO20 Nepuoda KamamHesa, KymMyasmugHo20
eausAHuUs Opyeux memodos newenus Ha paseumue HA. Cpedu sapecucmpuposannvix I1TO: gokanvhoie aroneyuu (14 %), sndokpurnonamuu
(7 %), Hesponoeuueckue nposierenus (6 %). Y 1 (2 %) pebenka 3apeeucmpuposarsl msjicenslii He8pOA0SUHECKUN Oedhuyum, 6MopU1Has
SNUNENCUs. C peSpeccom HNCUXOMOMOPHbIX HABBIKOB, HMO MAKNce MOdcem Oblmb ACCOUUUPOBAHO € NOMEHUUPYIOUWUM GAUSHUEM
npeduwecmayowei XT u evicokodosnoii XT.

Saxarouenue. [IposederHbiii aHaU3 HAUWUX OGHHBIX U 0030p AUMEPAMYPbL NO360ASIOM COAAMb 3AKAOYEHUe 00 OMHOCUMENbHO HUSKOM
npoghuse moxcuunocmu IJIT, umo seasemces onpedeasrouum Kpumepuem 045 UCHOAb308AHUS Y NAUUEHMO0E8 0emcK020 o3pacma. OCHO8HbIM
gakmopom pucka pazeumus HA seasemcs KCO. [lpuemnemas ocmpas mokcuunocms nogmoproii ILIT nozeonsem ucnonavzogams 0auHblil
Memo0 NeueHuUs. Y NAUUEHMO8 C NPO2Peccupo8anem/peyuousom 3a601e6anus npU OMcymcmeuu arbmepHamueHsIX mepaneemu4eckux onyuil.

KmoueBsbie cioBa: netu, ormyxoiu LIHC, nyueBas Tepamnust, IpOTOHHOE 00IydeHUE, TOKCUIHOCTh
Jna murupoBanmsi: CmupHosa A.1O., Panynecky IL.T., BopoobeB H.A., be3bsizbiunast M.B., MapteiHoBa H.W., Moprauesa /1.A.,
benorypoa M.b., Jlunukuna FO.B. IlporoHHas jydyeBas Tepamnus y MaldeHTOB AETCKOTO BO3pacTa ¢ OIMyXOJISIMU LEHTpaJIbHOM

HEPBHOI CUCTEMBI: 0OCOOEHHOCTH METO/IA, aHAJIN3 KIIMHUYECKUX JaHHbIX. Poccuiickuii XXypHas 1eTCKOI reMaToJI0ruu M OHKOJIOTUH.
2022;9(4):11-26.
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Proton beam therapy in pediatric patients with central nervous system tumors:
method features, clinical data analysis

A.Yu. Smirnova’, G.G. Radulesku’, N.A. Vorobyov> * LV. Bezyazychnaya', D.A. Morgacheva', N.I. Martynova’,
M. B. Belogurova®?, Yu.V. Dinikina’

'Almazov National Medical Research Centre, Ministry of Health of Russia; 2 Akkuratova St., S.-Petersburg, 197341, Russia;
2Saint Petersburg Clinical Scientific and Practical Center of Specialized Medical Assistance (Oncological); 68A Leningradskaya St.,
Pesochny, S.-Petersburg, 197758, Russia; *Diagnostic and Treatment Center of International Institution for Biological Systems
named after Sergey Berezin; Bldg. 2, 16 Glukharskaya St., S.-Petersburg, 197373, Russia; *Saint-Petersburg State University;
7/9 Universitetskaya Emb., S.- Petersburg, 199034, Russia

Introduction. Central nervous system (CNS) tumors are the most common pediatric solid tumor, that need multimodality treatment approach
including surgery, intensive chemotherapy (CT) and radiotherapy (RT). Due to toxicity, mostly late, RT has limited use in children, especially
those under 3 years of age. The physical characteristics of proton beam therapy (PBT) minimize the risk and types of toxicity compared to
photons, making it the preferred choice for pediatric use.

Aim — to analyze the experience of PBT in patients under 18 years of age with various types of CNS malignancies, the assessment of risk
factors for acute and late toxicity and its clinical manifestations.

Materials and methods. A retrospective analysis of 63 courses of PBT performed in 58 patients with CNS malignancies for the period from
2018 to 2022 was carried out on Proton Center of the Sergey Beresin Medical Institute. The manifestations of local and systemic toxicity
(predominantly acute) were analyzed, with an assessment of the influence of age, the volume of RT, the use of previous and concomitant CT
on the severity of adverse events (AE).

Results. In the study cohort, patients with embryonal CNS malignancies predominated (72.3 %). Median age was 5 years 2 months, median
Sollow-up was 15 months. In 36 % of cases, a complete response was achieved by the start of PBT. Patients with craniospinal irradiation (CSI)
prevailed (60 %). Among the manifestations of toxicity, AE grade I—II predominated. The most common AE were local reactions (dermatitis
(84 %), focal alopecia (96 %)). Among systemic AE, hematological complications (84 %) were the most often occurred. A more pronounced
toxicity profile was registered in the group with CSI, while concomitant CT, the patient’s age, previous CT did not significantly affect the
severity of most of the assessed AE parameters (p > 0.05).

The analysis of late toxic effects was difficult due to the short follow-up period, the cumulative effect of other treatment modalities on the
AE’s development. The reported complications included persistent focal alopecia (14 % of cases), endocrinopathies (7 %), neurological
manifestations (6 %). One (2 %) child had a severe neurological deficit, secondary epilepsy with psychomotor regression, which can also be
associated with the potentiating effect of previous CT and high-dose CT.

Conclusion. The analysis of our data and literature review allows to conclude that PBT has relatively low toxicity profile, which is the

determining factor for choosing this method of RT in pediatric patients. The main risk factor of AE’s was CS1. The acceptable acute toxicity of
repeat PBT makes it possible to be used in pts with disease progression or relapse in case of absence of alternative therapeutic options.

Key words: children, CNS tumors, radiotherapy, proton beam radiation, toxicity

For citation: Smirnova A.Yu., Radulesku G.G., Vorobyov N.A., Bezyazychnaya I.V., Morgacheva D.A., Martynova N.I., Belogurova M.B.,
Dinikina Yu.V. Proton beam therapy in pediatric patients with central nervous system tumors: method features, clinical data analysis.
Russian Journal of Pediatric Hematology and Oncology. 2022;9(4):11-26.
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BBenenue

Onyxonu ueHTpanbHOil HepBHOI cuctembl (LIHC)
3aHUMalOT 2-¢ MecTo [1] mocne nefKo30B B CTPYKType
JIETCKO OHKOJIOTMYECKOI 3a00J1eBaeMOCTH, MPU ITOM
10 20 % ciydaeB peruCTpUpYIOTCS y AeTeil Miaaiie 3 JieT.
Bonee arpeccuBHOe TeueHue 3a00JeBaHMS Yy IeTell paH-
HEero Bo3pacTa CBSI3aHO C YaCTO BCTpevaroluMucs Hebia-
TOMPUSATHBIMUA TUCTOJOTMUYECKMMU BapUaHTaAMM OITyXO-
JU U MOJEKYISIPHO-TEHETUYECKUMU T10JJOMKAMM, 4YTO
00YyCJIOBIMBAET Y HUX MeHee OJaronpusiTHbIA MPOrHO3
IJIS XKM3HU U TpeOyeT acKajalluyd MPOTUBOOIYXOJIEBOM
Tepanuu. OnHAKO MHTeHCU(UKALUS Tepanuu y JaHHOI
KOTOPThI OOJIbHBIX CBSI3aHA C BBICOKMM PUCKOM Pa3BUTHUS
KaK OCTPBIX, TaK U TMO3IHUX TOKCUYECKUX OCJIOXKHEHUI
neuenust (ITTO), yTo HepeaKO SBISETCS IUMUTHPYIOLIUM
¢akTOpOM B TMEPBYIO OuYepeab sl MPOBEICHUs JIy4yeBOit
tepanuu (JIT).

HecMotpsi Ha upesBbluaiiHOe pa3HOOOpa3ue OIyXO-
neit HHC y neteit mo aHaTroMu4yeckuM, mopdooruue-
CKUM U MOJIEKYISIPHO-TEeHETUYECKUM XapaKTepUCTUKaAM,
B HacTosIIIee BpeMs JiedeOHasl TaKTUKa BCe ellle OCHOBaHa
Ha HCMOJIb30BaHMM 3 METOIOB Tepanuyd — XUpypruue-
cKkoro, uHteHcuBHoOM moauxumuorepanuu (ITXT) u JIT.
CoBpeMeHHbIE BO3MOXKHOCTU TepCOHU(PUKALUU Jeue-
HUS BKJIIOYAIOT OMUMHU TapreTHOH U MMMYHOTepamuu
Ha OCHOBaHMHM M3YyYEHUs MOJEKYISIPHO-TEeHETUYECKOTo
pouIs OMyXOJIu.

OcloxXHeHusI, Bo3HUKawue npu npoeaeHun JIT,
MOApa3AeasIOT Ha OCTphbIe, MOSIBJSIOLIMECS BO BpeMs
MpOBEeHUsT Kypca OOJydyeHHUs] WM cpady Iocjie ero
3aBepiieHust (0—3 Mec), U TO3OHUE, PETUCTPUpPYEMbIe

yepe3 3 mec u 6onee nocie JIT. TokCMUHOCTH JAaHHOTO
MeTona ompeaensiercsl pasoBoil U cymmapHoit (COJI)
Jo3aMu o0sydeHus1, rpacukoM nposBeaeHus JIT, oomum
COCTOSIHMEM TallMeHTa U MCMOJIb30BaHMEM COITYyTCTBYIO-
LIUX METOJOB JIeUeHUsI U CPOKOB UX MpoBeaeHus [2, 3].

CeronHsi OIHOM M3 BaXXHEWIIMX MPOOJEM JeYeHUs
ABIsIIOTCA paszHoooOpasHbie [1TO [4], cmelnast TeM caMbIM
(hokyc Tepanuu OT «BbUIEUUTH JIO0ON LIEHOM» 10 MUHU-
MU3alUM TOKCUYHOCTM MPOBOAMMOI MPOTUBOOIYXO-
JIEBOU Tepanmuy C HCMOJIb30BaHMEM HOBBIX JIEYEOHDIX
CTpaTerui.

Hcropuyecku JIT 3aHuMana OgHY U3 KJIIOUEBBIX ITO3U-
1wmit B ieyeHuu omyxoseit LTHC, onHako B 1980—90-e roabt
¢ nosiBieHreM uHTeHcuBHOM [TXT B meTcKOit OHKOJIOTUHU
Hanbosee 3(GEKTUBHBIM ObLT MPU3HAH KOMITJIEKCHBIM
MOJXO/ B JICUEHUU YKa3aHHOM MaTOJOTUU.

o HacTosI1Iero BpeMeH! TPaaAuIIMOHHO MCIOJIb30Ba-
nack JIT ¢ dotonHbsiM uznydyenveM (PJIT). JTaHHbIi BUL
JIT mo3BoJisin JOCTUTATh XOPOIIETO JIOKAJIbHOTO KOHTPO-
Jisl ¥ MPUBOAWI K YBEJIUYEHUIO OOIEil BbIKMBACMOCTHU
(OB) maumenTtoB. OgHako DJIT compskeHa ¢ BHICOKUM
npoueHToM IITO Ha okpyxaroiiue 3I0pOBble TKaHU
wnu opranbl pucka (OP), Bkmouas ctpyktypbl LHTHC
(xua3Mma, runodus, TUIoTaIaMyC U JIp.), a TakKKe Ha 9KC-
TpaKpaHUaJIbHblE OpraHbl (CepAle, Jerkue, KUIIEYHUK,
IIMTOBUAHAS Xene3a u ap.). [5]. IIporonnas JIT (TTJIT)
SIBJIIETCS TIEPEIOBBIM METOIOM paavallMOHHON MEeIUIIU-
HbI, TP KOTOPOM MCITOIb3YIOTCSI MPOTOHBI, a U3TyYEeHUE
MOJABOAUTCS TOJBKO B Mpeesax JydeBoro Mmyyka ¢ MUHU-
MaJbHBIM paccerBaloluM 3(h(GEeKTOM Ha OKpYKalollue
3[0POBbIE TKAHU, T. €. C MUHMMAaJIbHBIM BO3IEICTBUEM Ha
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TKaHU BHe TapreTHoro noust omyxonau. Ipu ITJIT B oTiu-
yye oT TpaguuuoHHoi MJIT mos3a Ha 310pOBbIe TKAaHU
cHmKaeTcs B 1,5—3 pa3a 3a c4eT yMEHbIIICHUS BXOSIIEH
03Bl M OTCYTCTBUS J03bI Ha BbIxoae (muk bparra), oma-
roaaps yemy IJIT npencrapnsier ansrepHatuBy OJIT mis
nereit ¢ onyxonsmu LHHC, naxomsgmumucs Bonuzu OP

(puc. 1) [4].
a 7

Puc. 1. Pacnpedenenue uonusupyrouweeo usnyenus (5 % om npeonucannoil
003b1) npu npomonHom (a) u Gomornom (0) KpaHUOCHUHAALHOM 00AYHe-
Huu (KCO). B cayuae ghomoHo6 manvie 003bl NOKPbIBAIOM 6C€ CIPYKMYPbL,
Haxoosujuecs 6 npoeKyuu CRUHHO20 M032d, 6NA0Mb 00 hepeoHell epyOHOIl
U OPIOWHOL CMEHKU, Y8eAuHUBask MOKCUMHOCTb U NOBbIUAS PUCK PA3GUMUSL
PAOUOUHOYUUPOBAHHBIX ONYXO0Aell

Fig. 1. Distribution of ionizing radiation (5 % of the prescribed dose) in proton
(a) and photon (6) craniospinal irradiation (CSI). In the case of photons,
low doses cover all structures located in the projection of the spinal cord up
to the anterior chest and abdominal wall, increasing toxicity and the risk of
development radio-induced tumors

Crnenyer OTMETUTb, 4YTO OuoJorudyeckue 3PEPEKTHI
IMPOTOHOB U (DOTOHOB Ha OIMYXOJIb MPAKTUYECKH OJM-
HakoBble [6, 7], MO3TOMY INIaBHBIM aKLEHTOM BO BCEX
HCCIeA0BaTEIbCKUX MPOTOKOJIax saBisiercs oueHka [1TO
JIT. B pabore R. Carbonara et al. [8] mpoBeaeHa peTpo-
CMIEKTUBHAs OlleHKa 88 OMyOJIMKOBAaHHBIX CTaTEH B LIEJISIX
oueHku mo3bl JIT (mporonsl/poronsr) Ha OP. Breuio
oToOpaHo 12 ucciienoBaHui, pe3yJbTaThl KOTOPBIX BKITIO-
YeHbl B MeTaaHajau3. MeTaaHalIM3 MHTpaKpaHUaJIbHBIX
no3 Ha OP mokasan 3HaunMMble TIpeuMYyIIeCTBa MPOTOHOB
Han ¢hoToHaMu: Ha cTBoJ (cpenHee 3HaueHue (C3): 2,07,
95 % noseputenbhblii nHTepBaa (AW) 1,21 npotus 2,93;
p < 0,00001), npasserii tunmokamn (C3: 5,72, 95 % AU
0,25 npotus 11,16; p < 0,04), NPOMEXYTOUYHBIIA MO3T
(C3:5,08,95 % AU 3,36 nporus 6,80; p < 0,00001), xua3-
My (C3: 4,34, 95 % AW 2,37 npotus 6,28; p < 0,00001).
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Takue Xe pe3yabTaThl ObUIM MTOJTYYEHBI TIPU OIIEHKE OKa-
3bIBAEMOI0 BO3ACHCTBUSA Ha YIUTKY U Turnodus. Kpome
9TOro, OBLIM IIPOAEMOHCTPHMPOBAHBI TMPEUMYIIECTBA
MPOTOHOB Haja (POTOHAMU M Ha 3KCTpakpaHuanbHbie OP
npu KCO (cepaiie, JleTKue, XKeaIyaoK, KUIIEYHUK U 1p.)
[8—11], uTo TOATBEepKIAeT CHUKEHUE H03bl OOMYYeHUS
npu ucnonas3oBanuu I1JIT kak Ha MHTpaKpaHUAJbHBIE,
TaK U Ha 3KcTpakpaHuanbHbie OP.

CremyeT OTMETUTD CJIOXHOCTHA MHTEPIIpETalluy JTaH-
HBIX MPOBOJAMMBIX UCCICIOBAHUN B OTHOIIIEHUN OIIEHKU
T1TO u3-3a Majoii YMCAEHHOCTHU MALIMEHTOB B U3y4aeMbIX
KOropTax, a Takxe, KaK MpaBUI0, BO3MOXHOCTHU IIPOBe-
JNEHUS TOJIBKO PETPOCIIEKTUBHOM OILIEHKH, YTO HEPEIKO
HE TO3BOJIICT TOJDKHBIM OO0pa3oM OLIEHUTh OCHOBHYIO
MPUYMHY Pa3BUTHUSI JaHHBIX OCJIOXHEHMI (OCHOBHOE
3a00JIeBaHUE, XUPYPTUUYECKOE JICYCHUE, XUMHUOTeparus
(XT),JIT u np.). PazButue I1TO npuBeno K orpaHUYEHUIO
HazHaueHus JIT mersMm B Bo3pacte A0 3—5 JIeT, OgHAKO
B CJIydasiX arpeCCMBHOIO T€UCHMS 3a00JIeBaHUSI U HEBO3-
MOXHOCTH JOCTUKEHMSI KOHTPOJISI HaJl POCTOM OITYXOJIN
MpY UCIIOJBb30BaHUM TOJAbKO XT U omnepaluy akTyasab-
HBIMU CTaHOBSITCSI BOIIPOCHI O MIPUMEHEHMU 00JIee COBpe-
MEHHBIX U MeHee ToKcUYHbIX BunoB JIT, a Takxke Hepeako
K peaykuuu COJI [12, 13].

B HacTos111ee BpeMsI 1151 TOCTUKEHMS JTYIIITNX Pe3Yb-
TaTtoB jeyeHus u ymeHblneHus I1TO cnemyer BEIOUpATh
HE TOJIbKO BUJ MOHU3UPYIOIIETO U3TYYCHUSI, HO U TeX-
HUKy npoBeneHus JIT. CambIiM MPOrpecCUBHBIM METOIOM
JIT gasngerca “Pencil beam scanning” — cKaHUpoOBaHUE
kapanmamHeiM TydykoMm (CKII), koTopslit 1mo3BossieT
MOABOAUTH BBICOKHE M03bI KOH(MopMHOI JIT u yMeHb-
maTh HeTpoHHYI0 KoHTamuHauio OP [14]. ITpu CKIT
IIPOTOHBI IIPOHUKAIOT B CaMbl€ TPYAHOOOCTYITHbIE MECTA
CJIOKHBIX WIM HEIMpaBUIbHOW (opMbI HOBOOOpa3oBa-
HUIA 332 CUeT CKAHMPOBAHUsS OMYXOJHU IO BCEMY OOBEMY.
B pa6ote S. Tran et al. [15] mpoBeneHa ouenka ITTO ITTJIT
npu ucrojp3oBanun texHuku CKII. B uccinegoBanue
ObLI BKJIIOUeH 221 mamueHT mutaaiie 18 et ¢ mepBUYHBI-
mu omyxossimu LTHC, momyyasiix ITJIT ¢ 1999 mo 2017 &
CpenHuii Bo3pacT mauueHToB coctaBua 3,1 (0,3—17,3)
rona, cpenHee Bpems Havana ITJIT 4,1 (0,8—18,2) rona.
Cpennsia nokaiabHas po3a JIT osuta 54 (18,0—64,8) Ip,
no3a KCO Bapwsuposana ot 18 go 30 Ip. IIpu atom KCO
noayans jminb 21 (10 %) nmaureHT. OCHOBHBIE Xapak-
TEPUCTUKHU TI0 HO30JOTMYECKUM BapHaHTaM OITyXOJeil
¥ BO3pAacCTy MallMeHTOB Ha MOMeHT npoBefaeHus JIT nipen-
craBiieHbl B Tabmd. 1 [15].

PeTpocnekTuBHas oOlieHKa KadyecTBa KM3HU OblLia
npoBeaeHa y 206 malueHToB cTapiie 5 JeT ¢ MCIT0Ib30-
BanueM onpocHukoB PEDQOL uepe3 2 u 5 ner nocnie
3aBepiieHus JIT [15]. ABTOpBl TPOAEMOHCTPUPOBAIIH,
YTO KOTHUTHUBHBIE CIIOCOOHOCTU U COLIMATIbHOE B3aMMO-
JIEeCTBUE OKa3alnCh HUXKE HOPMBI B 00Jiee TTO3IHUE CPO-
ku 3aBepiieHus [1JIT, oTpaxkass TUTMYHBIE OTCPOUYECHHBIE
WHTEJUICKTyaJbHbIe HApYIIEHUS U AeULIUT COIIMATIbHOMN
afanTaliy B 9TO KOropTe 00JIbHBIX. DTO CBUAETEILCTBY-
eT o ToM, uto I1JIT, XoTs mOTeHIMAaAbHO U UMEET MEHb-
mee Bosaeicteue Ha OP, uem DJIT, Ho, K coXaJleHUIO,
HEe MCKII0YaeT PUCK Pa3BUTUS IO3MIHUX KOTHUTUBHBIX
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Tadmmia 1. OcrogHbie xapakmepucmuiu uccaedyemoti Koeopmol nayuenmos [ 15]
Table 1. Main characteristics of the study patient’s cohort [ 15]

TucTonornyecKuii BApUAHT na l:gi'gg (%) Bo3pact nanueHTos,
OIMyX0JIH “Num ber 4 rOfBI
Histological tumor type ; Patien’s age, years
of patients (%)
DneHauMoma
e 88 (39,8 %) 8(0,8—15,2)
Dinoma
Clioma 37 (16,7 %) 11,1 (2,2-17,9)
AT T IO 22 (10 %) 9,9 (2,5-18,2)
Craniopharingioma
ATUnu4Has TepaTouaHO-pad-
nmoungHas omyxoib (ATPO) 21(9,5 %) 2,1(1,1-4,9)
ATRT
Menymiobaactoma
Medulloblastoma 15 (6,8 %) 4,9 (2,5-10,2)

HapylIeHN, UMEIOIINX MHOTOMAKTOPHYIO 3THOJIOTHIO,
He Bceraa CBgI3aHHylo ¢ mposeaeHuem JIT.

TTJIT xopolio nepeHocuaach U MPakKTUYECKU HE MMela
OCTPBIX TOKCMIECKUX OCJIOXKHEHUI, KOTOPHIE TTOTpeOoBa-
au Obl ipepBaTh nposeneHue JI'T. Toapko y 1 manueHTa
HMMeJT MECTO OCTPBII OTEK 3pUTeIbHOTO HepBa IV creneHn,
KOTOPBII ObLT KYITUPOBaH Teparuei IToKOKOPTUKOCTEPO-
ngamMu. B paboTe mmpoaHanm3npoBaHbI TTO3THIE TOKCHUC-
ckue ocnoxHeHus Il crenenu (tabi. 2), oOycaoBAeHHbIE
He TosbKo JIT, a camMoit oIyXoJIbI0, TTOCICoTIePAllMOHHBI-
MU ocinoxHeHusimu u XT [15].

Tadmua 2. OcHogHble GapuaHmsl MOKCUHHOCMU, 3apecucmpupo8aHHble
Y uccaedyemoii koeopmeol nayuenmos [ 15]

Table 2. The main variants of toxicity registered in the study cohort of the
patients [15]

Yucno Beex ociiok- | Uncio ocioxKHeHui
BapuaHT TOKCHYHOCTH e M)
e Number all Number
P - complications of complications of
therapy (%) radiotherapy (%)
DHIOKPUHOIATHUS
Endocrinopathy U0 ) 7 (e )
KorHutuBHbIe HapyLIEHNUs
Cognitive disorders et 2o L)
}Hlapy.l“e.ﬂ“e . 24 (10,5 %) 19 (8,6 %)
earing impairment
Onrtryeckasi HeiiponaTust
Optic neuropathy 37(16,7 %) 3(1,4 %)
gym’m?”“"ﬁ e 12 (5,4 %) 5(2,3%)
onvulsions
Hesponoruueckue
HapyLIeHUs 72 (32,6 %) 14 (6,3 %)

Neurologic disorders
1 ——

CorylacHO JaHHBLIM, TIpeACTaBJIeHHbIM B TabJd. 2,
SHIOKPUHOJIOTUYECKUE, KOTHUTUBHBIC U CIyXOBBIE HApYy-
IIeHUs OBIIM PaIMOMHIYIUPOBAHHBIMH, a 3pUTEIIBHBIC
HapyIIeHMS, CYIOPOTHU, HEBPOJOTUUECKHUE OCIOXHEHUS
ObUIM Yallle BCEro OOYCIOBJICHBI IPYTUMU TTPUIWMHAMM.
PagmonnaynupoBannbie [1TO > III creneHu TsKecTH
O6buTH BEISIBIIEHBI Y 19 (8,6 %) maumeHToB, a [V-V crenenn
TSDKECTH TOJIBKO y TTAIIMEHTOB C JIOKAIM3alMeil OIyX0In
B CTBOJIe roioBHOTO Mo3ra. CuHapoMm Moiisg-Moiist Kak
ocnoxHenue [JIT BeisiBneH B 1,8 % citydaes, T. . B 2 pa3a
pexe, yeM ripu DJIT [9]. JIyueBoii HEKPO3 TUATHOCTUPO-
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BaHy 3 (1,4 %) nauueHTOB U TOJIbKO B CTBOJIC TOJIOBHOI'O
Mo3ra B cpaBHeHUU ¢ 2,5—3,7 % mnpu MCNOJIb30BaHUU
@JIT [16, 17]. Takke mMpy JaHHON JIy4eBOl METOMUKE
JIedUIIMT TOpMOHa pocTa OblI BeIsiBIIeH Y 27,1 % B cpaB-
Henuu ¢ 51,4—55,5 % npu ®JIT [10, 11], . e. B 2 pa3a
pexe.

MetaaHanu3 JaHHOTO wucciiegoBaHust [15] moka-
3aJ, YTO IJIABHBIMM TIPOTHOCTUYECKUMU (DaKTopaMHu
TITO > III cTreneHu TSKECTU SIBJISUTUCH BO3pacT MJIaJlie
3 net Ha MoMmeHT TipoBeneHus I1JIT, cTereHp 3m0Kade-
ctBeHHocTH onyxoau (I1I—IV) u untencuBHocth XT, B TO
BpeMs Kak KCO — HerT.

B MHOro4mMciaeHHBIX MCCIEIOBaHUSIX MOATBEPXKIACHbI
6e3omacHocTh U 3ddektuBHOCTh [IIT, oTMeueHa Oonee
Huskas yacrora [1TO u BTOpBIX omyxoneit [18—24]. Bece
uccnenopareabckue rpynnel B EBpone u CIIA pator
NPUMEPHO OJMHAKOBBIE pe3yiabraThl 6-iaeTHeirr OB misa
nauueHToB ¢ onyxojsamMu IHHC, xoTtopasi 3aBUCUT OT
1oJjia, pachkl ¥ Bo3pacra 1 cocrasisger oT 82 1o 86 % [25,
26]. B Hacrosiliee BpeMsl OLIEHUTh pa3auuusi B shdek-
tuBHOCTH JIT mporoHamMu U (pOoTOHAMU He TIPEACTaABIIS-
eTCsI BO3MOXHBIM, HECMOTPSI Ha OOJIbIIOE KOJUYECTBO
paboT. BoNBIIMHCTBO McClIeNOBAaHUII B HACTOSIIEE Bpe-
MSI HE BBISIBUJIO CTaTMCTUYECKU 3HAYMMBIX DPa3IdyUil
B OB u 6ecriporpeccuBHOi# BekuBacMocT (BITB) Mexmy
nauueHTamu, nouydasiuumu TTIJIT u OJIT [26, 27].

K ocTpbiM TokcudyeckuM ocyiokHeHusIM JIT oTHOCAT-
Csl MeCTHBIE U CUCTeMHBbIE peakiini. Co CTOPOHBI KOXKHBIX
MOKPOBOB MOTYT OBITh TPAH3UTOPHASI KOXHASI 3pUTEMA,
JIEePMATUTHI, aJloIelus, CO CTOPOHBI XKEIyIOUHO-KHU-
MIEYHOTO TpakTa — aucdarusi, TOIHOTA, pBOTa, THAapesl.
Cpenn CUCTeMHBIX peaKlnii cJIeAyeT OTMETUTh YTOMIISIe-
MOCTb, TOJIOBHBIE 00JIM, OECCOHHMILY, TeMaTOJIOTMUECKYIO
TOKCHYHOCTh, HEPEIKO TIPUBOISIIYIO0 K MH(MOEKIIMOHHBIM
OCJIOKHEHMSIM.

B uccrnepoBanuu Suneja et al. mpoBemeHa peTpo-
CIEKTUBHASI OIIEHKA Pa3BUTHUSI OCTPHIX TOKCHYECKMX
adbdekToB IJIT y 48 nmereii ¢ onyxonsmu ILIHC. Hau-
0oJiee 4acCTO BCTpeYaauCh KOXHBIE TIPOSIBICHUS, TaKue
kak gepMatuthl [—II crerienu (48 % u 13 %), anomneuus
I-II crenenu (31 % n 42 %), yromnsiemoctb I—11 crenenu
(67 % wn 10 %), ronoBHast 601b 1 6ecconHua I-II cre-
nedu. [lepeuncienHble HexenareabHble sBiaeHus (HA)
pa3BUBAIMCh, KakK IpaBujio, B cepeauHe uukiaa [T,
JNOCTUTasl CBOEr0 MakKCMMyMma K OKOHYAaHMIO JIy4eBOIO
JnedeHus [26]. Y nauuenTtos, noay4dasiunx KCO, ormeua-
J10Ch pasBuTHe TOIHOTEL [-11 crerenn (46 % u 4 %), ipu
9TOM YacTOTa 3MMU30A0B PBOTHI ObLIa 3HAUMMO MEHbIILIEH
(23 %), yem nipu DJIT. Tosabko 7 U3 12 malMeHTaM MOTpe-
00BajIOCh Ha3HAUYCHWE aHTUAMETHUIECKON Tepanuu IIpU
nposeaeHun KCO [28].

bonabwoit untepec nmpu KCO Bcerma mpeacTabisiia
remMarojioruiyeckass TOKCMYHOCTb. CliefyeT Y4YMTHIBATb,
YTO B HCIIOJB3YeMBIX ITPOTOKOJAX JICUCHMST OITyXOJeit
LIHC y nereii mpoBenenuro KCO mpeniiecTByoT UHTEH-
cuBHBIe cxeMmbl XT, KOTOpbIe TIPUBOAIT K TSKEIOMY
HUCTOIICHNIO KOCTHOMO3TOBOTIO KpoBeTBopeHUs. OcTpoe
pPamuOMHIYIIMPOBAHHOE IIOBPEXACHUE KOCTHOTO MO3Ta
KJIMHUYECKU TPOSBISUIOCh B BUIE ITUTONEHUYECKOIO
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CUHJIpOMa M 3aBUCEJIO OT ClIenyIoluX (GaKkTopoB: 00beM
obmyuyenus, pazoBasg u CO/l u coueranue ¢ XT [28—32].
Taxk xak nipu nipoBeaeHn KCO reMonosTuyecku akTHB-
HBIII KOCTHBIII MO3T HEM30EXKHO CTAaHOBUTCSI MUIICHbBIO
Bo3zneiicTBust JIT, uto onpenensier BLICOKUI PUCK pa3BU-
THUSI HEUTPOIIEHU U, HEPEIKO TTPUBOISIIEH K MH(MEKIIMOH-
HbIM OCJIOXXHEHMSIM U COOTBETCTBEHHO K IIPEPBIBAHUIO
JieyeHUs U yamHeHuto tarimunra JIT [29, 30, 33].

IMpu IJIT B cpaBHenun ¢ DJIT npu KCO umeer
MECTO 3HAUMTEJIbHOE CHUKEHME 00beMa J03bI 00IyUYeHUs
Ha reMOIIO3TUYECKHUE CTBOJIOBBIE KJIETKM y IETei 11000~
ro Bo3pacrta [34]. Dtu npeumymectsa ITJIT, ocodbeHHO
npu CKII criocobctBytoT nayuieit mepeHocumoctu KCO
M MEHBIIIEMY UCTOLIEHUIO FTEMOIIO3TUYECKUX PE3EPBOB BO
BpeMsI JICYeHUsI, YTO CHUKACT PUCK Pa3BUTHSI HEUTPOIIE-
HUU 1 MTHOEKIMOHHBIX OcJIoxKHeHui [31, 35, 36].

B npocniektuBHOM MccaenoBaHuu Song et al. olieHU-
JIM YACTOTY OCTPBIX TOKCUYECKMX OCIOXHEHUI MPU TIPO-
Begenun KCO npu IJIT u ®JIT. Beuto nokaszaHo, 4TO
B rpyrmne nauueHToB, noaydasmmx [TJIT, 3apeructpupo-
BAHO MEHBIIIE CIYYaeB TSKEJIOM reMaToJIOTUYeCKOM TOK-
CUYHOCTH, B YaCTHOCTU TpomoOoruToneHuu (p = 0,012),
YTO, COOTBETCTBEHHO, TPeOOBAJIO MEHbIIC YaCcTOThI
TpaHcdy3uit reMokoMroHeHTOB (p = 0,042) [37].

B perpocnekTuBHOM ucclienoBaHuMM Venarini et al.
Obut omeHeHbl 20 MAlMEHTOB C 3MOPHUOHAIBHBIMU
onyxoiasmu ILITHC Beicokoro pucka, nmoayuuBimnx KCO
metonoM ITJIT mocne 3aBepmenus XT. Ilpu remaroso-
rMYECKOM MOHUTOPHUHIE YCTAHOBIIEHO, YTO JICHKOLIMTHI
U HEUTPOGUIbl CHIXAIUCh HEMOCPEACTBEHHO II0CIIE
Hayaja JIEYCHUs, OOCTUrasi MUHMMAJbHBIX 3HAYECHUI
npuMepHo K 8—11-My ceaHcy gedeHus, K KOHILY ke Tepa-
MU OTMEYAJIOCh BOCCTAHOBJIEHHE TeMoI1033a. CorjlacHO
knaccudukanuu HA o crenenu tskectu (CTCAE 5.0v),
MaKCHUMaJlbHasl CTeleHb TOKCUYHOCTH, 3aperucTpUpO-
BaHHAasl ISl JIEHKOLIMTOB U HEHTPO(DUIIOB, COOTBETCTBO-
Basia IV crenenn B cepeavne nepuona ITJITy 5 % u 15 %
MMalleHTOB COOTBETCTBEHHO. [lokaszartenu reMorioou-
Ha IpaKTUYECKU HE MEHSUIMCh Ha IPOTSDKEHUU Kypca
I1JIT, MmakcuMaJibHasA CTelIeHb aHEMUU COOTBETCTBOBAJIA
II creneru (40 %). YpoBeHb TPOMOOLIMTOIIEHUU COOTBET-
cTBOBa | cTemeHu TsKeCTH, JOCTUIasl IUIATO IIPUMEPHO
K 12—15-my ceaHcam JieueHUsI, C MOCIEAYIOINM MeIJIeH-
HBIM BoccTaHOBIeHUEM [37].

IIpepwiBanne kypca PJIT, mo ganasiM Chang et al.,
HMMeJIO MeCTO IpuMepHo y 36 % nauuenrtoB. Ciaydau jeii-
koneHuu 1111V crenenu 6uutn onucadbl y 76 % 0601b-
HbIX, moxydyaBimx XT nepen JIT, Heiirporiennu —y 50 %,
TpoMbouuronieHuu — y 90 %, anemuu — y 24 % [29].
MaxkcumanbHasg crenedb (III—-IV) neiiko- m HeliTpomne-
HUU ObUIa AuMarHoctupoBaHa y 35 % u 70 % malueHTOB
B CepelIMHE Kypca JICUCHUSI C IMOJIHBIM BOCCTAaHOBJICHUEM
Mo 3aBepuieHUU Tepanuu. TpomOouuronenus I[I1-1V
CTEIIEHM M aHEMMUSI B IIEPUOL JICUCHUSI HE PErUCTPUPOBa-
jmch [37].

Jlo HacTosIIIIero BpeMeHHU HeT €NMHBIX PeKOMEHIAINi
no ucnonb3oBanuo ITJIT B onkomneauarpun. B 2016 .
B AnmoHnM 6bUIO0 CO3AaHO MEPBOE PYKOBOICTBO IO UCTIONb-
30BaHMIO JAaHHOTO MeEToJa B JeTCKOoi TpakTtuke [38].
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C 2018 . B BenukobpuTaHuu 1Mo peKoOMeHIAlMU MpaBU-
TEJILCTBA IIPOU3BEACHBI OOJIbIINE UHBECTULIUM B 3TOT BUIL
JIT B Lies1s1X yIyd1ie HUsl pe3yJIbTaToB JICUSHUSI IETEH C Oy -
xonsimu LTHC. Tlepsoiit B Poccuy KIMHUYECKU LIEHTP
TIJIT OO0 JIALL MUBC» 6611 OTKPHIT B ceHTsI0pe 2017 T,
e UCIoJib3yeTcs MeToarka “Pencil beam scanning”.

Ha ceromHsiliHMii IeHb JaHHBIE 10 MCIIOJIb30BAHUIO
TIJIT npu pa3nuyHbIX HO30JOTMYECKUX (DOopMax OITyXo-
neit HHC orpaHuyeHbl, HO MCCAEAOBAaHUS, TTOCBSILIEH-
Hble cpaBHUTENbHOM oneHKke ¢ PJIT Kak B OTHOLIEHUU
TOKCUYHOCTH, TaK 1 ee 3¢ GEKTUBHOCTU, ITPOIOJIKAIOTCS.
Thomas et al. mpoBean TO3UMETPUUECKYIO CPABHUTEIb-
Hyto oueHky ®JIT u ITJIT u noarBepawin ¢akT CHUXE-
HUs 1030Boi Harpy3ku Ha OP nipu ucnonwzosanum ITJIT
[7], yTo TakxKe OBLIO MPOAEMOHCTPUPOBAHO U B APYTUX
paborax [39, 40].

Bo3MOXHOCTH JO3MMETPUIECKOTO OrpaHUYEHUS 00b-
€Ma 30POBbIX TKaHEH, MOMaaalolIuX B 30HY 00JyYeHus],
npu ucnoyb3oBaHuu [1JIT Mo3BossSIIOT CHU3UTH BO3pacT-
Hble orpaHuueHusi [41—44]. B pabore Bernstein et al.
B pe3yJbTaTe OLIEHKM pPaHHEro KJIMHUYECKOTo MCXOona
y 10 maumenToB ¢ ATPO, nonyyasmux I1JIT, 66011 mipo-
JIEMOHCTPUPOBAHBI BhICOKMIT ypoBeHb OB 1 oTcyrcTBUE
TOKCUYECKMX OCJIOKHeHMi1 [45]. Takke aBTOpaMHu OTMe-
YeHa He0OX0aMMOCTh CHIKeHUs 1036l KCO 11 oTnenb-
HbIX IPYIN MHAlUKUEHTOB, YTO IOATBEPXKIECHO APYIrUMU
ucciaegoBaHusmu [45—53].

Ilenp Hameii padoThI — OLIEHKA OIIBITA IIPOBEACHUS
TIJIT B 2 meTckux oHKosornyeckux reHrpax r. Cankr-Ile-
TepOypra, NMpoBeAcHUe aHaau3a MPoGUIsT TOKCUIHOCTH
¢ akueHToM Ha H u BausHue pasnnuHbIX (pakKTOpOB Ha
MPOSIBJIEHUSI TOKCUYHOCTH.

MarepuaJjsl 1 METOIbI

PerpocnekTuBHO MpoaHaaM3MpOBaHa KOropra u3
58 maiueHTOB ¢ BepU(PUIIMPOBAHHBIMU 3JI0KAYECTBEH-
HeIMU HoBooOpazoBaHusMu (3HO) IIHC, xoropsim
B COCTaBe KOMILJIEKCHOTO JieueHUs1 Obu1a mposeaeHa ITJIT
B niepuon ¢ anpens 2018 r. mo anpens 2022 . B LleHTpe
npotonHoit repanuu OO0 JIAL MUBC» (. Cankr-Ile-
tepOypr). [IpemmecTBylomas, mocaenyomas XT 1 guHa-
MMYECKOe HabJIoAeHe TPOBOAMUINCH B CIIELUATU3UPO-
BaHHBIX oTaesieHusX PI'BY «<HMMUIL um. B.A. Anmasosa»
Mumn3znpasa Poccuu, 'BY3 CIT6 KHITL CBMII(o).

IMokazanus x mposeaeHuio u oobem IIJT ompene-
JISUJIUCh B COOTBETCTBUM C MEXIYHAPOAHBIMU PEKOMEH-
mamusmu (HIT MED 2017, 2020, HIT REZ 2005, SIOP
CNS GCT II, SIOP CPT 2009, MUV-ATRT) cornacHo
THUCTOJIOTMYECKOMY BapuaHTy, jJokanausauuu 3HO, Bo3-
pacTy malMeHTa, CTereHu pacnpocTpaHeHus (M-cTaTyc),
panIMKaaIbHOCTHY OIIEPAaTUBHOIO JICUEHMSI, OTBETY Ha IIpe-
LIECTBYIOLIYIO TePAIIKIO.

IIJIT mpoBommiack Ha yctaHoBKe Varian ProBeam
¢ npumeHeHueM texHonornu CKII. JTnutensHocts TTJIT
3aBucesa ot COJl u B cpeaHeM coctaBuiia 6 Hen. Jleue-
HUE IPOBOAWIOCH C UCITOJIb30BAHUEM WHAVBUAYAIbHBIX
(buKCcHpYIOIINUX YCTPOUCTB (TEPMOILIACTUICCKIE MACKU,
MOATOJIOBHUKM, ITOAKOJIEHHUKN) B LIEJSIX 0OeCreueHMs
nmMoouan3auuu. [lalmeHTaM MiIaaiero Bo3pacra Tepa-
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MKs POBOAMIIACH B YCJIOBUSIX MEIMKAMEHTO3HOM cela-
muu (n = 27). I[Ipu nmnaHupoBaHUU OOJIYYEHUs HAIlpaB-
JIEHUST TI0JIel BBIOMpAIMCh TaKUM OOpa3oM, YTOOBI IO
BO3MOXHOCTU M30eraTh ITPOXOXKIEHMS Jy4eBOrO IydKa
yepe3 KPUTUYECKHUE CTPYKTYpPbl ¢ HU3KOW TOJEPAHTHO-
CTBIO K JIy4eBOI Harpy3ke (Xxua3ma, 3pUTejIbHbIe HEPBHI,
CUIIIIOKAMIIBI, TUIIOTaJlaMyC, TUIIO(PU3, XPYCTAIUKH,
CTBOJI TOJIOBHOT'O MO3Ta U 1p.) (puc. 2).

a
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B IIPOEKLIMU CIIMHHOIO MO3ra, TeM CaMbIM CYILIECTBEHHO
YMEHbIIIAeTCsl TOTEHIIMAIbHAS 30HA PUCKA BO3HUKHOBEHUS
BTOPUYHBIX PAIMOMHIYLIMPOBAHHBIX OMyXoJeil (puc. 3).
OlLieHKa TOKCUMYHOCTH IIPOBOAMJIACH B COOTBETCTBUU
¢ kputepusimu HAJ CTCAE, Bepcus 5.0 2017 . Cratuctu-
yeckasi 00paboTKa JaHHBIX OblJa BBHITIOJHEHA C MCIOb-
30BaHMeM TmporpaMmbl Prism GraphPad, Bepcus 8.2.1.
OcTpast TOKCUYHOCTD Oompeesiiach, Kak Bce HA, Hauano

o

Puc. 2. IIpumep naanuposanus JITy pebenka 14 mecsaues c duaenozom ATPO. Obayuerue noxca onyxoau do COI 54 Ip. [lnanuposarue obayuenus 6binoaHeHo
¢ npuMeHeHuem 2 noaeil u co30aHueM MaKCuMaibHo Oblcmpo2o cHuxceHus 003sl: a — 95 % om npednucantoii dosvt, 6 — 5 % om npednucanHoi 003bl

Fig. 2. Radiotherapy (RT) planning in a 14-months-old child with ATRT. Irradiation of the tumor bed up to cumulative dose is 54 Gy. Irradiation planning was
performed using two fields and creating the fastest possible dose reduction: a — 95 % of the prescribed dose, 6 — 5 % of the prescribed dose

IIpu KCO metonuka ITJIT obecrieunBaeT MOKpHITHE
MMUILEHU JIeYeOHOM 1030i C HCIIOJb30BAHUEM TOJILKO
3aIHETO HaIpaBJICHUS TOJIel, YTO ITO3BOJISIET U30eXkKaTh
00JIydeHUs 3IOPOBBIX TKaHEH, pacIoOJOXEHHBIX II0
nepudepu OT CMMHHOTO MO3ra, a Haauuue nuka bparra
IMO3BOJISIET CO3MaTh MAKCUMYM JIeYeOHOM JO3bI B MUIIICHH,
IIPY 3TOM CHM3UB 103y 10 HYJISI TIPU JOCTIDKEHUM TIepei-
Hero Kpasl TeJl Mo3BOHKOB. biaromapst aToMy He moaBep-
raloTcs Jy4eBOMY BO3IACHCTBUIO CTPYKTYPHI, JIeXKalllle

a 0 8

Puc. 3. Pacnpedenenue dozor npu KCO: a — 95 %, 6 — 50 %, 6 — 5 % om
NpeonucanHoil 003bl

Fig. 3. Dose distribution in CSI: a — 95 %, 6 — 50 %, ¢ — 5 % of the
prescribed dose

KOTOPBIX 3aperucTpUpoBaHO B Tepuona mposeaeHus JIT
(oT mepBoroO ceaHca 0 CIASAYIOIIETO THS IMOCJIe 3aBepIlie-
Hus nociaeaHero ceaHnca JIT). K mo3nHeit TokcuyHOCTH
otHeceHbl HSI, 3apernctpupoBaHHBIE B MEPUOJ ITIOCIIE
3 mec ot 3aBepiieHus JIT. CpaBHeHUe MapaMeTPOB TOK-
CUYHOCTHM MPOBOAUIIOCH ¢ Mcnonb3oBaHueM Chi-squared
test, CTaTUCTUYECKHN JOCTOBEPHBIMU CUNTATUCH 3HAYECHU
p<0,05.

Pe3yabraTsi

B wuccrnenyeMyio KOropTy BKJIIOYEHBI 58 malyeH-
TOB, KOTOPBIM CyMMapHO IpoBeiaecHo 63 kypca ITJIT.
V 56 mauuenTtos [1JIT BeinosiHeHa B Tepanuu 1-it TMHUH,
13 HUX y 4 ucnonb3oBajiach mopropHas [1JT mpu mpo-
rpeccupoBanuu 6oje3nu (I1B), y 2 — B KauecTBe Tepanuu
2-11 TUHUY TTOCTIe TIPEAIIECTBYIONIEH KOMIUIEKCHO Tepa-
muu ¢ BKIodyeHneM PJIT. Mennana Bo3pacTta cocTaBuiia
Saet 2 mecsiua (14 mecsiieB — 17,5 rona), 30 % nauyeHTOB
OblM Muaaire 3 ser. IlpeoGnaganyu Manbuuku — 58,6 %.
Menuana Habmonenust nocie 3asepuieHus IJIT — 15
(0—46) mec.

Pacrnipenenenue 1mo HoO30J0ru4ecKuM ¢opmMaM ObLIO
caenyrommM: asmMopuoHanbHbie onyxouu LHHC — 72,3 %
(Menysuto6nactombl — 43 %, ATPO — 19 %, smGproHab-
HBIE OIYXOJIX ¢ MHOTOCTOMHBIMU po3eTkamu (ETMR) —
10,3 %), snennumomMbl — 10,3 %, mHTpaKpaHHalIbHbIE
repMUHOreHHO-KJIeTouyHble onyxoau (IF'KO) — 12 %,

OpuruHanbHble uccneposanus // Original studies
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3HO cocyauctoro cmerenus (II-11I crenenu) — 3,4 %, ciy4daeB, cympareHTopualbHas — B 36 %. CymmapHas
nuHeobacToMbl — 2 %. WHdpareHTOpUanbHas JIoKa- MHGbOpPMaLMsl, XapaKTepu3ylollash KOTOpTy IallMeHTOB,
JIM3alys IIEpBUYHOM OmyXxoju ObLia BbIsiBIeHA B 64 %  mpeacrabiieHa B TaOIl. 3.

Ta6muua 3. Xapaxmepucmuka Ko2opmol nayuenmos

Table 3. Characteristics of the patient’s cohort

Hassanne Yucao nauuentos (%)
Title Number of patients (%)

Bcero nanuenTos 58 (100)
Total patients
1-st muaust/ 1" line 56
2-gu > muHusi/2" and > line 2 (mocne DJIT/after photon therapy)

4 (nocne I[JIT/after proton beam therapy)
Bospacr, rozas

Age, years
< 3 net/under 3 y.o. 17 (29,3)
>3 net/over 3 y.o. 41 (70,7)
Ilon
Gender
KEHCKUI/female 24 (41,4)
MyKCKoii/male 34 (58,6)
Jlnarto3s
Diagnosis
Menysuioonacroma/medulloblastoma 25 (43)
ATPO/ATRT 11 (19)
ETMR 6 (10,3)
SIEeHANMOMa/ependymoma 6 (10,3)
T'KO/germ cell tumors (GST) 7 (12)
3HO cocynucroro cruteteHus/fumors of choroid plexus 2(3,4)
nuHeob1acToma/pineoblastoma 1(2)
Jlokanu3zauus
Location
cynpaTeHTopuanbHas/supratentorial 21 (36)
uHbpaTeHTOpuaIbHas1/ infratentorial 37 (64)
Cragus
Stage
ROMO 16 (28)
R+MO 17 (29)
ROM+ 3(5)
R+M+ 22 (38)

Cratyc no Havyana JIT
Status before starting of RT

mosHbii otBeT (I10)/CR 21 (36)
yacTuuHbiii otBeT (HO)/PR 22 (38)
crabwmsanus 6one3nu (CB)/SD 8 (14)
b/PD 7(12)

IpeniecTByoras Teparnust
Previous therapy

onepanus/surgery 57 (98)
TIXT/chemotherapy 51 (88)
Bbicokono3Hast XT (BAXT) ¢ ayTolornyHOM TpaHCIUIAHTALIME TeMOIO3TUYECKUX 13 (22)
cTBOJOBBIX KIeToK (ayro-TI'CK)/HDCT with autoHSCT
npexautectBytowas OJIT/previous photon therapy 2(3)
npeawectytouias [T /previous proton beam therapy 5(8)
o O6bem JIT
K< RT volume
= KCO + o6ycr nokanbHo/CSI + tumor bed boost 35 (60)
3 penyunpoBaHHble 1036l KCO/reduced doses of CST 9 (15)
§ crannaptabie 10361 KCO/standard doses of CSI 26 (45)
= nokanbHas JIT/local RT 19 (33)
S nokanbHas JIT + 6yct Ha metactasbl/local RT + boost to metastases 3(5)
WVI + 6yct nokansHo/WVI + tumor bed boost 1(2)
~
= TMorenumpytomas XT
o= 5
= Concomitant chemotherapy
s npoBoawIack/applied 23 (40)
s He MpoBoAWIack/not applied 35 (60)
3 OTBeT IocJie 3aBepIIeHUS Teparun
5 Response after therapy’s completion
] O/CR 29 (50)
© YO/PR 4(7)
2 CBb/SD 8 (14)
) b/PD 13(22)
=
s He OlleHUBaNCs/unknown 4(7)
= Tekywumii cratyc
= Current status
o KUBBI 0€3 MPU3HAKOB 3a0oJeBaHusl/alive, no evidence of disease 28 (48.5)
JKMBbI BHE peMuccuu/alive, no remission 17 (29,5)
ymepiu/dead 10 (17)
TMOTEPSIHBI U3-110/1 HabmoaeHust/lost of follow-up 3(5)
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[Ipeobnamanu mMauMEeHTH C JIOKAIbHBIMU CTaIUSIMU
3abosneBaHust — 57 %. Cpenu 60jbHBIX ¢ M+-cTagusamMu
pacripeneseHue obuto caenyomum: 3 % — M1, 5 % — M2,
35 % — M3. IlepBbIM 2TAIIOM JiIeyeHUd y 98 % maimeHToB
ObLIO XUPYPTUYECKOE BMEIIATEIbCTBO, IIPU 3TOM paju-
KaJIbHOE yIaJIeHHUE OIyX0JI1 NMeo MecTo B 33 % cirydyaes,
B 67 % HaOIIOACHUI COXPaHSIaCh OCTATOYHASI OITYXOJIb.
OrnepaTUBHBII 3Tall JICUEHUST He TIPOBOAICS | MaLlMeHTY
¢ cexpetupytonieit 'KO (mmarHos monrsepkaeH Jadbopa-
TOPHO-MHCTPYMEHTAJIbHBIMUA METOIAMM UCCIICIOBAHNS).
B 88 % ciyuaes I[1JIT npeniiecTBoBaIO IPOBEACHUE CTaH-
napTHBIX pexxruMoB XT ¢ BKIIIoUeHUEM (110 TTOKa3aHUsIM)
peruoHapHoii XT B COOTBETCTBUU C MEXKAYHAPOIHBIMU
pekoMmeHaauusiMu. Y 22 % mauueHToB ObLIa IpOBeIeHA
BJXT ¢ ayro-TI'CK.

Ha momenr navama IJIT y 36 % nauueHTOB ObLI
npocturnyt I10,y 38 % — 4O,y 14 % — Cb, y 12 % xoH-
cratuponano I1b.

O0bem JIT omnpenensicss TUCTOJOTMYSCKUM BapuaH-
TOM OITyXOJIM, BO3PAacCTOM MallMeHTa, CTaaueli, OTBETOM
Ha TipeauecTBymolnyio Tepanuio. Meamnana COJI Ha noxe
omyxouiu coctaBuia 55 (24—68) Ip. KCO nposenero 60 %
nauveHTaM. Penykuus noser KCO (23—-25 Ip) Obuta
npou3sseleHa B 26 % ciydaeB (4TO OIPEILISUIOCH B COOT-
BETCTBUHU C IPOTOKOJIOM JIeUeHHUs). Y BceX IaleHTOB
JIT BBIMONIHEHA B TOTHOM 00beMe. [ToreHuupyromas XT
BUHKPUCTUHOM IpoBoawiach y 40 % IalueHTOB ¢ Aua-
rHo3oM Menynoomactoma. IloapoOHass wHbopMauus
o nipoBeneHuu nepsuuHoit [TJIT npeacraBieHa B Tadn. 4.

IoBropnbiii kypc [T T posenen B 10 % cityyaes (n=06)
y nauueHToB ¢ I1b (Tabn. 5). ¥ 1 pebeHka BBINOJIHEHO
3 kypca ITJIT. Meauana 1o Havyajaa TTOBTOPHOTO 00JIyde-
Hus coctaBwia 19 (5—29) mec.

[IposiBeHUSIMU OCTPOIi TOKCUMYHOCTU Ha (poHE Tpo-
Boaumoii TTJIT Obuin aepMaTUTHI, ajoIelns, TOLIHOTA,
pBOTAa, TOJI0BHAS 00JIb, MUETOTOKCUYHOCTD (pUC. 4), Heli-
POTOKCHUYHOCTh, BEPOSITHO, aCCOLIMMPOBAHHAsI C COITYT-
crBytonieii XT Bunkpuctunom. Cpean Hanbosee pacipo-
crpaHeHHBIX HSl oTMeuanuch MecTHbIe peaklMy B BUIE
nepMatutoB I—I1I1 crerrenn tsxkectn (I — 73 %, 11 — 9 %,
111 — 2 %), poxanbHas anonenus (96 %). BeipaxkeHHOCTD
MECTHBIX IIPOSIBJICHUI ObUIa MPSMO MPOIOPLMOHAIbHA
noze JIT (> 24 Ip).
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YacTora pa3BuTHs TOIIHOTHI coctaBuia 27 % (I crene-
uu —20 %, 11 —7 %), potsl — 14 % (I cTerieHb), FOIOBHOM
6o — 18 % (I crenenn). MakcuMalbHbIe KIMHUYECKUE
MPOSIBIIEHUs OBIIM 3aperucTpupoBaHbl Ha 1—2-i1 Hene-
Jie Tepaliy C IOCIeAYIOIIMM PerpeccoM CUMIITOMOB Ha
¢oHe MPOBOAMMOI COMTPOBOAUTENBHOUN TEpanuu, BKIIO-
yaloleil aHTUAMeTUYecKue (MMPOKMHETUKHU, OJI0KAaTOPhI
5-HT-3-CepOoTOHMHOBBIX PEIENTOPOB), MPOTUBOOTEY-
Hble (MHIMOMTOPBI KapOOaHTUApa3bl) mpenapartbl. B 7 %
clydyaeB ObLIO HEOOXOAMMO HCIIOJIb30BaHMUE LJIIOKOKOP-
TUKOWUIOB.

Temarosiornyeckast TOKCMYHOCTD HaOmoganach y 84 %
MaleHTOB, MUK TOKCUYHOCTH OTMEUYeH Ha 2—3-i1 Hejene
00JIy4yeHUsI ¢ OajJbHEUIIMM IIOCTEIIEHHBIM PErPeCcCOM.
Haubonee wyacto oTMeuanach JeHKO-/HEUTPOIECHUS
(79 %), ipu atom I-II crenenu B 41 % cnyuaes, [11-1V
crenieHy — B 39 %. TpomGonuToneHst uMeta Mecto B 29 %
ciayuaeB, u3 Hux I cremenu — 16 %, 11 — 5 %, 111 — 6 %,
IV — 2 %. Anemus Habmonazach y 84 % nauueHToB (IIpe-
MMYIIECTBEHHO acCOIIMMpOBaHa ¢ npeamniecTBytomeiit XT)
CO CJIEOYIOLIMM pPAaCIIpee/eHUEM 10 CTEIICHSIM TSXKEeCTHU:
1—-28%,11—38 %, 111 — 18 %. B 6 % cnydaeB 60IbHBIM
MOTPeOOBaIOCh IIPOBEACHME 3aMECTUTEIbHBIX TI'eMO-
TpaHcdy3uii, B 5 % — UCIOJIb30BaHUE IPAHYIOLUTAPHOTO
KOJIOHHMECTUMYJIMpYIolero ¢akropa. B 9 % nabmioneHunit
B CBSI3M C pa3BUTHEM MH(MEKIIMOHHBIX OCIOXHEHUH, 00Yy-
CJIOBJIEHHBIX MUesoToKcnuHocThio [T1-1V cTenenn, Tpe-
ooBanoch npepuiBatue IJIT (ot 1 no 10 nHeit, MmeauaHa —
3 nus). [Ipu nepepsiBe B IedeHUU OoJiee 5 MHEl PoBO-
nuicst nepecyer COJl ¢ gobaBieHUeM JOTOTHUTEIBHBIX
pakiuii.

Y 10 % nauueHTOB OTMEYajoch pa3BUTUE Iepude-
puyeckoii nonuHeiiponatuu (y 8 % — I-II cremenu,
y 2 % — 1lI), accounnpoBaHHoOi ¢ conyrcTBylomein XT
BUHKPUCTUHOM.

I1pu oTHEeNBHOI OLIEHKE OCTPOI TOKCUMYHOCTH B TPYTI-
e IalKUeHTOB, KOTOPhIM ObLIa IPOBEIEHA IIOBTOPHAs
TTJIT, cepwe3nunix HA ormedyeHo He Obut0. Ilpeodnaganu
noo6ounbie 3pdexTol I-I1 crenenu. ¥ 1 6oabHOrO OBLIA
3aperucTpupoBaHa jJeliko-/Heitponenus 111 ctenenu, He
TpeOoBaBIliasi KOPPEKLUMKU COIPOBOIUTEIbHON Tepanuu
M TIEPEPHIBOB B jJeyeHuU. ¥ 1 mauueHTa ObLIM 3aUKCU-
poBanbl HSl B Buae ronoBHOI OOJM, TOIIHOTHI, PBOTHI,

100% |
80 %
60 %
40 %
20 %
0% \ \ \ \ \
Q G 2 S Qo
O K & < W, &, . S
Qég\ & &"‘oo&z QQ’((\\'\\Q qbobo&z ¢§Qz® & é(\\o §Qc®o Q\Q &
X & <0 ' S v QNG o
N3 69} A O oé\&o &“ d& [\ Q)qu}% \§Q &x
& P Q¥ N I ¢
© S
QR
M 0 cTeneHb/grade W | cteneHb/grade M |l cTeneHb/grade Il ctenenb/grade M IV cTeneHb/grade

Puc. 4. Ocmpas mokcuunocms
Fig. 4. Acute toxicity
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POAOr [ETCKOM FTEMATONOIWN w OHKOMOT W // Russian Journal of Pediatric Hematology and Oncology

acCOLIMMPOBaHHBICE C HapacTaHWEM BHYTPUYEPEITHOM
TUTIEPTEH3UM, CUMITOMBI KOTOPOH KyNMHUpPOBaHBI KOH-
CEpPBAaTMBHOU NPOTUBOOTEYHOU T€paNUE ¢ BKIIOYEHUEM
KOPTUKOCTEPOUIOB.

CreneHb BBIPAXKEHHOCTHU OCTPOIl TOKCUYHOCTH ObLIa
MMpoaHaJIM3MpOBaHa B 3aBUCUMOCTHU OT npoBeaeHus KCO,
noreHuupyrouieir XT, Bo3pacra nmamueHToB (Talir. 6).

Tabmuna 6. Brusnue pazauunvix paKkmopos Ha ocmpyro MOKCUMHOCHb

Table 6. Factor’s influence on acute toxicity

KCO ITorenuupyomas XT Bospact
TokcuaHOCTD CSI Concomitant chemotherapy A

Toxicity
[epmatut/dermatitis
0 5
1 27
11 5
111 1
Chi-square test =02
TomHoTa/nausea
0 23
I 10
11 5
Chi-square test p=0,0184
PBota/vomiting
0 29
I 9
Chi-square test p=0,0086
TonoBHas 60b/headache
0 29
I 8
11 1
Chi-square test p=0,25
TpombouuToneHus/thrombocytopenia
0 20
I 10
11 3
111 4
v 1
Chi-square test p=0,023
AHemusi/anemia
0 1
I 10
11 17
111 10
Chi-square test »<0,0001
Jleiikonenwusi/leucopenia
0 3
1 1
11 14
111 17
v
Chi-square test »<0,0001
Heiitponenusi/neutropenia
0 3
I
11 12
111 12
v 8
Chi-square test p=0,0006

4’2022
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IMposenenne KCO accouunpoBaHO ¢ OoJjiee BbIpa-
XEHHOM TaCTPOMHTECTUHAJIBHOM M IeMaTOJIOTMYECKOM
TokcuyHocThio (p < 0,05). IIpu cpaBHEHHUM KOTODT,
MOJIyYaBIIMX PEIyIUpOBaHHbIE M CTaHAAPTHBIC O3Bl
KCO, cratuctuyeckum MTOCTOBEPHOM pas3sHUIBI YacTO-
Thl TIPOSIBICHUN MMEIOTOKCUYHOCTU HE TOJYYeHO

®»=0,79).

5 5 5 2 8
20 13 34 16 31
0 4 1 0
0 1 0 0 1
p=0,042 p=0,327
23 16 30 15 31
2 6 6 3 9
0 1 4 0 5
p=045 »=0,29
25 19 35 18 36
0 4 5 0 9
p=0,59 p=0,04
23 20 32 16 36
2 3 7 2
0 0 1 0 1
»=0,656 p=0,64
25 17 28 13 32
0 4 6 3 7
0 1 2 2 1
0 1 3 0 4
0 0 1 0 1
p=0,92 p=0,3867
1 9 2 8
12 6 16 8 14
4 10 11 6 15
0 6 4 2
p=10,06 p=0,71
9 3 9 6 6
8 1 8 4 5
6 9 11 2 18
2 8 11 6 13
0 2 1 0 3
»=0,263 p=0,0756
10 3 10 7 6
7 3 7 1 8
4 7 9 2
4 7 9 3
0 3 5 2
p=0,75 p=0,087

|
IIpumeuanue. B mabauye npedcmasnenvt abcoaommble 3Ha4eHUs (HUCI0 NAYUEHMO08, Y Komopbix ecmpeuarucy HA pazauunoi cmenenu msayxcecmu).

Note. The table shows the absolute values (the number of patients who experienced different grades of AE).
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B rpynme mauyeHTOB, IOJIy4YaBLIMX XMMMOJIYYEBYIO
Tepanuio, TOKCUYHOCTh CpaBHUMA C TPYIIION 0e3 IOTeH-
mupytomeit  XT. JlocToBepHBIE pa3IuuMsl ITOJTYYECHBI
TOJIKO B YaCTOT€ M BBIPAXKEHHOCTU ITOCTJIYYEBBIX AEp-
MmatutoB (p = 0,042). [emaTomornyeckasi TOKCMYHOCTh
cpenu MauueHTOoB, MOJIydyaBIIMX TpeaiecTByonyo [TXT
u BJIXT, u 0e3 mpeaiecTBylolieii Tepanuu Obuia 6e3 3Ha-
YUMBIX paznuuuii (p > 0,05).

IIpoBeneHue OLIEHKU OTCPOUYEHHON M MO3AHEN TOK-
cuyHoctu [1JIT B Halllei rpyrine 3aTpyIHUTEIbHO B CBSI3U
C HEIOCTAaTOYHO JUIMTEJIbHBIM IIEPMOIOM KaTaMHe3a,
KYMYJIATUBHBIM BJIUSIHUEM JAPYTUX METOLOB JIEUCHUS
(omepanus, ITXT), nokanmzanueit 3HO Ha pasButue
OTHANIEHHBIX oOcliokHeHui. Cpeau 3apUKCUpPOBaAaHHOM
TOKCUYHOCTU JocTtoBepHO cBs3aHa ¢ IIJIT mepcucTtu-
pytomasi dokanbHast anoreuuss (14 % ciaydaen). Kim-
HUYECKM 3HAuMMash TOKCUYHOCTh 3aperrucTprupoBaHa
y 13 % nauuenToB. B 7 % Habm0aan1ch 9HIOKPUHOIIATUH,
TpeOylollre 3aMEeCTUTEIbHOM TOpMOHOTEpanuu (BTO-
PUYHBIA TMIOTUPEOUAU3M — 5 %, TMIIONUTYUTAPUZM —
2 % — y pebeHKa ¢ repMUHOMOI XMa3MaJibHO-CeJUIsIp-
HOI 00JIaCTH, YTO MOXET OBbITh TakKXe OOYCIOBIECHO
noxkamu3auuein 3HO). HeBponormyeckue nocienacTBUs
3aperucTpupoBaHbl B 6 % ciaydaeB, npu 3ToM y 1 (2 %)
pebeHKa oTMeyvasics TSKeIbI HeBPOJIOTUYECKU aedu-
IUT (perpecc ICHMXOMOTOPHOTO pa3BUTHSI, BTOPUIHAS
SIUJIETICUS), YTO, OoJiee BEPOSITHO, OOYCIOBICHO IIpel-
mecTByloniein Tepanueit, B Tom uncie BAXT. YV 1 (2 %)
nauuveHTa yepes 3 Mec nmocJe 3aBepiueHust 3-ro kypca [TJIT
3aperuCTPUPOBAHO IIOCTIyYEBOE OCJIOXHEHHE B BUIE
IICEBIOIIPOrPECCUM OIYXOJIU I10 JaHHBIM BHU3yajau3alliu
B 00JIaCTH 3aJHEI YePEITHOM IMKHU C YaCTUYHBIM perpec-
COM IIPOSIBJICHUI MOC/Ie Tepanuu 0eBalnu3yMadoM.

Jsyxnernsas OB B uccieayeMoii Koropre malyeHTOB
coctaBuia 90,2 % (mMenuaHa HabGmogeHus — 29 Mmec),
2-netHsis BIIB — 68,29 % (MenuiaHa HaGmoneHus —
20 Mmec). IIpu cpaBHeHUM TOKa3aTesell BBHIKMBAEMOCTHU
B 3aBHCHUMOCTM OT Bo3pacta 2-ietHsast OB y maiumeH-
TOB MJIaflle U cTapiie 3 jeT cocraBuia 92,86 % u 89 %
cootBeTcTBeHHO (p = 0,85) 1 BIIB — 48,63 % 1 78,12 %
cootBeTcTBeHHO (p = 0,038).

Oo0cyxaeHue

Jleuenne 3HO LIHC ocHoBaHO Ha MyJTLTUMOJAJIbHOM
MMOJXOMe, B COCTaBE KOTOPOTO OMHO M3 BEAYIIMX MECT
npopokaeT 3aHuMarth JIT. Ycrexu ykazaHHOTO moaxoaa
K JICYCHUIO TTO3BOJIWJIM 3HAYMMO YIYYIIUTh PE3YIbTaThl
Teparuy, HO OTHAJICHHbBIC MOCIEACTBUS KaXIOro U3 ee
BUIOB SIBJISIIOTCSI CePbE3HOM MPOOJIEeMOii, B YaCTHOCTU
Takue, KaK HapylleHHue PocTa, CHIKEHNE KOTHUTUBHBIX
(YHKILMI, HEIMPOIHIOKPUHHBIE PACCTPOMCTBA, aKyCTH-
yeckure, o(pTalbMOJIOrMYeCKUe, PeIPONIyKTUBHBIC Hapy-
IIEHUsI, CEePHCYHO-COCYOUCThIE IPOOJIEMbI, pa3BUTHUE
BTOPUYHBIX OITyXOJieii, OrpaHMYMBAIOT MCIIOJIb30BaHUE
metona JIT u TpeOytoT pa3paboTK1 HOBBIX COBPEMEHHBIX
moaxonoB. buonornueckue ocooeHHoctu ITJIT B Bume
MUHUMU3ALUN O0JYYSHUST OKPYKAIOIIMX 3M0POBBIX TKa-
Helr 1 OP mo3BoJsgioT CHU3UTHL BeposTHOCThL Kak [1TO,
TaK M OCTPOM TOKCUYHOCTH, UTO SIBJISICTCS PEIIalOIINM
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dakTopoMm B BeIOOpe Buaa JIT, a umenno ITJIT mua mereit
paHHero BospacTa [26].

Hamu nipoBelieH peTpOCHeKTUBHBIN aHaIu3 58 mauu-
€HTOB C Pa3JIMYHBIMM T'MCTOJOTMYECKUMU BapUaHTaAMU
3HO IIHC, kotopsim Ob1n1a ipoBeneHa ITJIT, B Tom yncie
MOBTOPHO B 7 ciydasxX. BONbIIMHCTBO OCTPBIX TOKCH-
yeckux ocnoxHenuit 6buin [—II crernenu (cm. Tada. 6)
M yaiie Bcero ObutM cBs3aHbl ¢ npuMeHeHuem KCO
(p < 0,05). Cpenu mposiBICHMIT OCTPOIl TOKCUYHOCTHU
npeobjianaiyd MECTHbIE peaklMyd B BUAE JISPMATUTOB
(I-II crenenu), poxkanbHBIX ajorneunit. [actponHTeCcTH-
HaJlbHasi TOKCUYHOCTh ObUIa 0oJiee BbIpaxkeHa y Ialu-
eHToB ¢ KCO u nposnsnachk tomHoToi [-II crenenu
(27 % cnyuaeB), psoroit I cremenu (14 % cmydaes),
KYIMPYEMbIX MCIIOJb30BAaHUEM AHTHUIMETUYECKUX IIpe-
[apaToB, YTO MOATBEPKAAETCSI AaHHBIMU JIUTEPATYPhl
[27, 37, 54]. Ilpu aHanu3e BAUSIHUS TIOTEHLIMPYIOIIEH
XT Ha TOKCMYHOCTb JOCTOBEPHBIX Pa3IM4YMii HE TOIY-
YeHO JUIsi OOJIBIIMHCTBA OLICHMBAEMbIX IlapaMEeTpPOB,
KpOMe 4acTOThlI BCTpedaeMOoCTHu AepMaTuToB (p = 0,042).
B 10 % ciiyyaeB 3aperucTprupOBaHbI SIBJICHUS ITOJIMHENPO-
MaTUM, aCCOLIMMPOBAHHbIE C IPUMEHEHUEM BUHKPUCTUHA
Ha ¢done I1JIT (p < 0,0001). [Tpu aHanM3e TOKCUYHOCTH
B 3aBMCUMOCTH OT BO3pacTa MOJy4eHbI CICAYIOIIIe daH-
HbIE: Y MALIMEHTOB MJIAIIEH BO3PACTHOM IPYIIIIbl MEHEE
BBIpaxke€Ha 4acToTa BCTpeuaeMocTH pBOTHI (p = 0,04), mo
OCTaJIbHBIM I1apaMeTpaM IPOSIBJICHUSI OCTPOIl TOKCUYHO-
cTU O3 TOCTOBEPHbBIX PA3IMYUMIA.

HauGonee 3HauuMMmylo pojib Cpead IPOSIBICHMIA
OCTPOI TOKCUYHOCTH UIPaeT reMaToJI0ruyeckasi TOKCU4-
HOCTb, BbIpaXX€HHasl MPEUMYILIECTBEHHO Y MallME€HTOB,
nonyuuBmix KCO. B Hameil rpynre Takue OOJIbHBbIE
npeobaanaiu, coctanisisi 60 %. MexaHM3MOM pa3BUTHS
MMEJIOTOKCUYHOCTU  SIBJISICTCSL MPSIMOE  ITOBPEXICHUE
FeMOIO3TUYECKUX CTBOJIOBBIX KJIETOK U IATOJIOrMYeCKUe
M3MEHEHUsI BO BCIIOMOIaTeIbHBIX KJIETKAX, PacIliojio-
JKEHHBIX B CTPOME M MMKPOOKPYXXEHUU KOCTHOI'O MO3-
ra M peryJupylolux Ipolecc KPOBETBOPEHHUs 3a CYET
CeKpeluu ILUTOKMHOB U (akTopoB pocta. I[Ipu sTOM
pagMOMHAYLIMPOBAHHASL LIUTOIIEHUSI OIPEAE/ISIETCSI TAKM -
MU (paKTopamMu, KaK 00beM M 1032 OO0JyYeHUs, a TaKxKe
npeatectryoieit XT [37].

ConpoBoauTeIbHas Teparus HalpapjieHa Ha MUHM-
MU3AlAI0 PUCKA U TSIKECTU OCTPOl TOKCUYHOCTHU, UTO
MO3BOJIIET U30eraTh JIUTEIbHbBIX IIEPEPHIBOB B JICYCHUU.
Heittporienus: siBisieTcss OAHUM U3 HauOoJee YacThIX
Mo6oYHbIX 3 HEKTOB, MPUBOASIIIUM K Pa3BUTHIO MH(DEK-
LIMOHHBIX OCJIOKHEHUI, YTO HEPEIKO BEAET K IEPEPHIBY
B JICUEHMHU, YTO OKAa3biBacT HETaTMBHOE BJIMSHUE Ha
addexkTuBHoCcTh Tepanuu [30, 33]. JlokazaHa apdpekTuB-
HOCTb KOJIOHUECTUMYJIMPYIOIINX (paKTOPOB B MIpeaOTBpa-
LIeHUY pa3BUTUS (PeOPUIBLHON HEUTPOTIEHUU U TIepephI-
BoB npu npoBeneHuu JIT. Tem He MeHee cleayeT usderaTb
UX TPOPUIAKTUYECKOr0 MCIoiab30oBaHusl B mepuon JIT
BBUJY YBEJIMYECHUsS] TOKCUMYHOCTU Ha Ipoucepupyro-
M€ FeMOIMO3TUYECKIE CTBOJIOBbIC KJIETKHU, IIPUBOISILIEE
K UCTOIIEHUIO KocTHOTO Mo3ra [30, 55]. B Hameit korop-
Te MalMEHTOB reMaToJOrn4yeckas TOKCMYHOCTb B 0OJIb-
muHcTBe ciaydaeB (70 %) obuta I-I1 crenenu u He Tpe-
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OoBaJla MCITOJIb30BaHUST TPOTUBOMUKPOOHOI Tepamnuu,
KOJIOHUECTUMYIUPYIOMUX (haKTOPOB, 3aMECTUTEJIbHBIX
reMoTpaHcdy3uii, a TaKKe He IPUBOAMIIA K TJIUTEIbHBIM
nepepbiBam B JIT.

IMokazaHus K KpaTKOBpeMEHHBIM ITepepbiBaM (Meana-
Ha — 3 IHST) B JIeYEHUU UMEIUCh Y 9 % nauueHTOB U ObLIn
00YyCJIOBJIEHBI pa3BUTUEM MuUenoTokcuyHoctu [I1-1V
CTeneHW M WHMEKUMOHHBIX ocloxHeHuil. CorimacHo
JTAaHHBIM JIUTEPATYPhl, YaCTOTa IIEPEPHIBOB B MIEPUOI ITPO-
BeneHust [1JIT 3HauMMoO HUXKe, YeM MPU UCIIOJIb30BAaHUU
®DJIT (mo 25 %) (28, 56]. B nameit koropre JIT B mojiHOM
ob0beMe ObljIa TpoBeleHa BceM IMalleHTaM, IMOBTOPHBIX
MepephIBOB BCJIEACTBUE TOKCMYHOCTHU 3aperuCcTpUpPOBaHO
He ObLIO.

IMoBropnas IIJIT wumena mnpueMiieMblii TIpodUIb
OCTPOU TOKCUYHOCTU, HE TIPEBBILIAIOLINI BRIPAXKEHHOCTD
pagnonHayurupoBaHHbIX HA B 1-it tuHMM, 4TO MTO3BOJISIET
MMPUMEHSTh NaHHYIO OMNLMIO IIPU IPOrpecCupoBaHMU/
peuunnBax 3HO IIHC, 4yto 0COOEHHO 3HAYMMO IS
MalleHTOB C SIMEHIMMOMAaMM C YY€TOM OTrpaHUYCHUS
aJbTepHATUBHBIX JIeYeOHBIX OIMIuii [26, 57].

OlieHKa MO3AHUX TOKCUYECKMX OCIOXHEHMIT B HaH-
HOM HCCJIeAOBaHUM Oblla OTrpaHUMYeHAa OTHOCHUTEIbHO
KOPOTKMM TMepHoIoM KaTtamHe3a (15 mec), Haauuuem
IMOTEHLMPYIOLIETO BIUAHUSA IPYTUX TeParneBTUYECKUX
onuuit u HerocpencTBeHHO Jokanusauuu 3HO. YV 6ob-
IIMHCTBA MAIIMEHTOB KIMHUYECKU 3HAYNMOI TOKCUYHO-
CTU Ha MOMEHT IIpOBEACHMSI aHaIM3a 3aUKCHPOBAHO
He ObUTO. 3aperncTpupoBaHHble SHAOKpUHHBIE (7 %)
U HeBposiornyeckue (6 %) HapylieHUs] B OOJIbIIMHCTBE
cllyyaeB ObLIM OOYCJIOBJIEHBI JIOKajlM3allMeill OMyXoJiu,
a TaK:Ke IIPEALIECTBYIONIECH MPOTUBOOIIYX0JIEBOM TEpaIIn-
ei1, B tom uncne XT u BAXT.
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OB u BITB B Hamieil Koropre cOnocTaBMMBbI C ITOKa3a-
TeJISIMUA BBDKMBAEMOCTH I10 JTaHHBIM JIUTepaTyphl. bonee
Beicokue nokasaTtenu OB u BI1B nonydeHs! y manneHTOB
crapiiero Bo3pacra [25, 58].

BoiBoan1

AHanu3 HallluX JTaHHBIX ¥ 0030p JTUTepaTyphl ITIOKA3bI-
Batot, uto ITJIT mMeeT OTHOCUTEILHO HU3KUIT TTPOGUIbL
TOKCUYHOCTHU, YTO SIBJISIETCS OMPEASISIONIUM KpUTepUeM
IJIS1 €e TIPOBENCHUs Yy IMallMeHTOB JETCKOro BO3pacTa.
dakropom pucka passutust HS asaserca KCO, mipu
3TOM BIMSHUSA ToTeHUupyoomeil XT, Bo3pacra malueH-
ToB, nipeniectByomieii [TXT Ha yactory u TsKecTs HS
He BhIsIBIeHO. Cpeau MposIBIeHUI paHHE TOKCUIHOCTH
npeodnaganu MecTHble peakuuu [—II creneHu TsxecTn
B Bujie AepMatutToB (84 %), hokanbHbIX ajonenuii (96 %),
u3 cucteMHbIX HSl oTMeueHbI reMaToornyeckme ociaox-
HeHus (84 %). Ha momeHT oueHku pesyiabratoB [1JIT
MUCCJIEIYEMOM KOTOPThI YAacTOTa KJIIMHUYECKU 3HAYMMOM
OTHAJIECHHOM TOKCMYHOCTHM 3apeructpupoBaHa y 13 %,
YTO MOKET OBIThb CBSI3aHO C KyMYJSTUBHBIM 3(P(GEKTOM
npenmectBytomux [TXT, BAXT. CpaBHUTENIbHOrO aHa-
jm3a [TJIT u ®JIT B pamkax 1npeacTaBiIeHHON pabOThI He
MPOBOAMIOCH, HO HaHHBIC JIUTEPATyphl IMOATBEPXKIAIOT
MEHBIIYIO BhIpaxkeHHOCTDb ocnoxHeHuit [TJIT, yto aBns-
eTcsl onpenens oM GakTopoM s Beioopa Metona JIT
B oHKomeauatpuu. s Oolee ITOCTOBEPHOro aHaam3a
I1TO TpebyeTcs 6osee MINTENbHBINM TEPUOA HAOIIOACHUS.
CrnenyeT OTMETUTh MPUEMJIEMYIO OCTPYIO TOKCUYHOCTh
noBtopHoit I1JIT, 4To TO3BOJIIET UCIIONL30BaTh JAHHBII
MeTof iedyeHus y marueHToB ¢ [16/pervarBom 3a6o1eBa-
HUS TIPU OTCYTCTBUM aJbTePHATUBHBIX TEPANeBTUUECKUX
OITLINA.
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Beeodenue. Onyxonu msekux mxareti cocmagasiom 00 8 % écex 310kauecmeeHHbix H06000pazoeanuii y demeti. Coenacto mexcoyHapooroll
2UCMON0UMECKOU KAACCUDUKAUUU 3apecucmPUpo8ano okoao 150 pazauuHbix Mopgosoeuteckux apuanmos onyxonei MaeKux mganeil,
u3 nux 45 % npuxooumcs na paboomuocapkomy (PMC). Yaue 6ceeo ona eo3nukaem 6 panHem 0emcKom 03pacme — CpeoHUll 603pacm
nayuUeHmos Ha MOMeHm NOCMmaHosKu duaerHosa cocmaeasem 5 aem. Ilokazamens 3a6one6aemocmu PMC — 0,9 na 100 moic. demcioeo
Haceaenus. B 25 % cayuaes npu uHUUUanbHol OUGCHOCMUKE 8bl1645emcsi 0MOANeHHOe Memacmasuposanue 6 Aeekue, KOCmu, KOCHHbLi
Mmo3e, 6 8 % — aenmomenuneeansHoe memacmazuposatue. Ilo dannvim mesncepynnogoii uccaedosamensckoli epynnol no usyuenuro PMC,
bonee uem'y 7 % nayuenmos ¢ PMC napamenuneeansHoll 10Kaau3ayuu pazgueaemcs AenmMomMeHUHeeanbHoe Memacmasuposanue.

Ileab uccaedosanus — coobujums 0 yacmome 6CmpeaeMocmu, NPOSHO3e NeNMOMEHUH2EANbHO20 MeMAacmasupo8anus U pe3yibmamax
JAeyenus demell ¢ UHMPAKPAHUANbHbIM pachpocmpaneruem PMC.

Mamepuaavt u memoowt. B uccredosanue exniouenvt 45 nayuenmos 6 sozpacme om 1200a do 17 aem ¢ duaernozom PMC napamenuneeanvhoi
NOKAAU3AYUY ¢ UHMPAKPAHUAABHBIM DACNPOCIMPAHEHUEM, KOMOPbIM NP0800UAOCh chneyudnbioe aedenue ¢ nepuod ¢ 2003 no 2020 e.
B uccaedosanue souinu 6 (20 %) 604bHbIX, Y KOMOPBIX ONYXO0Ab PA3GUAACH 8 PAHHeM demckom eospacme (00 3 nem). Cpedu 6KAOUEHHbIX
6 uccnredoganue npeooradaru manrvuuxu — 25 (55,5 %). Ilepsuunas onyxons pacnpocmpansaace 6 opoumy 6 7 (15 %) cayuasx, ocnosanue
uepena — e 7(15 %), cpednee yxo — 6 4 (8 %), Hocoenomky — 6 3 (6 %) Hada00eHUsX, NOPANCEHUEe 8eUeCMEd 20108H020 MO320 OMMEUAN0C
v 16 (35 %) 6oavubix. Memacmaswl 6 pecuonaphvix aumpamuueckux yarax (JY) onpedensauce y 7 (15 %) nayuenmos, muoxcecmeentvie
Memacmamuueckue nopax3cerus Kocmeii u kocmuozo moszea —y 4 (9 %), renmomenunzeanvrvie memacmasvl — y 2 (4 %). Jlekapcmeennoe
AeHeHue Co2AacHo Npomoxoaam, ymeepiicoenHoim Ha yuenom coseme HUMU JIOul’ OI'BY «HMHUII onxosoeuu um. H.H. baoxuna»
Mumn3sdpasa Poccuu, noayuunu 45 (100 %) nayuenmos. Jlyuesas mepanus nposodunacs 33 (74 %) 60abHbIM, NPU 3MOM HA NEPEUUHYIO
onyxonb n006800uNU CyMmapHyio ouazosyio 003y (COI) 50 Ip. Hopaxcennvie JIY weu o6ayuanucy y 10 (23 %) nayuenmos ¢ COU 45,0 Ip.
Xupypeuueckoe nevenue noayuuau 15 (34 %) nayuenmos. Muozokomnonenmuoe aeuerue npogedero 15 (34 %) 6oavhoim.

Pesyavmamot. 3a nepuod nabawdenus om 12 mec do 14 nem xcue 21 (49 %) nayuenm. Ymep om npoepeccuu onyxoau 21 (51 %) 60avHoil,
om 0ca0dCcHeHUll cneyuanvho2o aevenus — 1 (2 %).

Boteoost. Jlewenue 0anHOil epynnol NAUUEHMO8, 8 OCHO8Y KOMOPO2O 6X00UM NOAUXUMUOMEPANUs, OONOAHAeMAs UHMPAMEKANbHbIM
66e0eHUeM NPOMUBOONYXO0AEBbIX NPENRAPamos U NPOGeOeHUeM KPAHUOCHUHANbHO20 00AYHeHUs, — 00HA U3 AKMYAAbHbIX NPOOAeM 0emCKoi
onkonoeuu. Pazpabomka nosvix mMemodos aeuenus mpebyem MyabMUOUCUUNAUHAPHO2O NOOX00Q, 4moObl 000UMbCS 3HAYUMENbHOO
YAVMULEHUS 8blcusaeMocmu 0emel ¢ 1enmomeHuHeearshsimu memacmazamu PMC napamenuneeanvroll 10Katusayuu.

KioueBble cioBa: pabaoMuocapkoma, AeTH, XUMUOTEpaIusi, MHTpaTeKajJbHas XUMUOTepanusi, KpaHMOCIIMHAIbHOE 00JIydeHue,
JIEMTOMEHUHTeaIbHbIE METaCTa3bl

Jng murupoBanmsi: Pomguna AJIl., Tlomskos B.I., TopoynoBa T.B., KpsuioB A.C., Kamanumna A.JI., Mepkyaos O.A.,
Bapdonomeesa C.P. Puck jenTOMEHUHIEaJIbHOIO METACTa3MpOBaHMS Yy JeTeil ¢ pabAoMMOCapKOMOM IapaMeHUHIeabHOM
JIOKAJIM3AIMK ¢ MHTPpaKpaHWaJIbHBIM pacpocTpaHeHeM. PoccuiicKuii sKypHasl IeTCKOi reMaToiorun 1 onkojioruu. 2022;9(4):27—36.
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Risk of leptomeningeal metastasis in children with parameningeal rhabdomyosarcoma with intracranial spread
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125993, Russia;

3N.1I. Pirogov Russian National Research Medical University, Ministry of Health of Russia; 1 Ostrovityanova St., Moscow, 117997, Russia

Introduction. Soft tissue tumors account for up to 8 % of all malignant neoplasms in children. According to the international histological
classification, about 150 different morphological variants of soft tissue tumors have been registered, of which 45 % are rhabdomyosarcoma
(RMS). Most often, RMS occurs in early childhood — the average age of patients at the time of diagnosis is 5 years. The incidence rate of
RMS is 0.9 per 100,000 children. In 25 % cases, the initial diagnosis reveals distant metastasis to the lungs, bones, bone marrow, and 8§ % —
leptomeningeal metastasis. More than 7 % of patients with localized parameningeal RMS develop leptomeningeal metastasis, according to
the Rhabdomyosarcoma Study Group.

Purpose of the study — report the incidence, prognosis of leptomeningeal metastasis and treatment outcomes in children with intracranial
spread of RMS.

Materials and methods. The study included 45 patients aged 1 to 17 years with a diagnosis of RMS of parameningeal localization with
intracranial spread, who received special treatment from 2003 to 2020. The study included 6 (20 %) patients in whom the tumor developed in
early childhood (up to 3 years). The boys predominated — 25 (55.5 %) in the study. The primary tumor spread to the orbitin 7 (15 %) cases,
the skull base in 7 (15 %) cases, the middle ear in 4 (8 %) cases, the nasopharynx in 3 (6 %) cases, and the brain substance was affected in
16 (35 %). Metastases in regional lymph nodes were determined in 7 (15 %) patients. Multiple metastatic lesions of bones and bone marrow —
4(9 %) cases, leptomeningeal metastases — in 2 (4 %). 45 (100 %) patients received drug treatment according to the protocols approved by
the Academic Council of the Research Institute of Pediatric Oncology and Hematology at N.N. Blokhin National Medical Research Center
of Oncology, Ministry of Health of Russia. Radiation therapy was performed in 33 (74 %) patients, while total focal dose of 50 Gy was
administered to the primary tumor. Affected lymph nodes of the neck were irradiated in 10 (23 %) patients, total focal dose is 45.0 Gy. Surgical
treatment was performed in 15 (34 %) patients. Multicomponent treatment was performed in 15 (34 %) patients.

Results. During the observation period from 12 months to 14 years, 21 (49 %) patients are alive. 21 (51 %) patients died from tumor
progression, 1 (2 %) died from complications of special treatment.

Conclusions. The treatment of this group of patients is one of the urgent problems of pediatric oncology, which is based on polychemotherapy,
supplemented by intrathecal administration of anticancer drugs and craniospinal irradiation. The development of new therapies requires
a multidisciplinary approach to achieve a significant improvement in the survival of children with leptomeningeal metastases RMS of
parameningeal localization.

Key words: rhabdomyosarcoma, children, chemotherapy, intrathecal chemotherapy, craniospinal irradiation, leptomeningeal
metastases

For citation: Rodina A.D., Polyakov V.G., Gorbunova T.V., Krylov A.S., Kashanina A.L., Merkulov O.A., Varfolomeeva S.R. Risk of
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BBenenue

3JI0Ka4eCTBEHHbIE  OMYyXOJU IapaMeHUHIeaJlbHOM
JIOKaQJIM3allUM MPEACTaBIeHbI Pa3JIMUHBIMK 110 MOPGhOJIO-
MU HOBOOOPAa30BaHMSIMM, Yallle BCETO CAPKOMAaMU MSIT-
kux TKaHeit (CMT). Pabnomuocapkoma (PMC) — camblii
pacrnipoctpaHeHHbIit BapuaHT CMT. Yacrora BcTpeua-
€MOCTH B AETCKOI monyasuuy — 4,3 HOBBIX cllydasl Ha
MUJUIMOH aeteit [1].

Y 20—-25 % nauuMeHTOB IPU MHUIMATBLHOM TUarHoC-
THKE BBISIBIIETCS  OTAAJEHHOE  MeTacTa3upOBaHUE
B JIETKME, KOCTHM, KOCTHBI MO3r [2]. MexrpynrnoBas
uccaegoBaresabckas rpynmna rno PMC coob6iiaetr, 4To
y <7 % nauyeHTOB C JIOKAJIM30BaHHOM ITapaMeHMHIeaIb-
Hoit PMC pa3BuBaeTcs JIeNTOMEHUHIeabHOE MeTacTa-
3upoBaHue [3].

JlenTtoMeHUHIealbHOE MeTacTa3upoBaHUE — pac-
MPOCTPAHEHUE OMYXOJIEBBIX KJIETOK Yepe3 reMaTO3HIIe-
danunueckuit 6aprep (I'DbB) Ha MATKyI0 M MayTUHHYIO
000JI04YKM TOJJOBHOTO M CIIMHHOIO MO3ra, a TakXe Ha
cybapaxHougaIbHOE MPOCTPAHCTBO [4].

BriepBbie JIeITOMEHMHIEAIbHOE MeTacTa3MpOBaHUE
OBLIO OTMMCAHO B 3apyOeKHOM MEAUIIMHCKON IUTepaType
Ebert B 1870 . B 1900 . B. Sanger et al. mpu npoBene-
HUU ayTOICHUU, U3YYUB MUKPOCKOIMYECKHUE IperapaThl
rOJJOBHOTO MO3ra, TPAaKTOBaIu KaplMHOMATO3 MO3TOBBIX
000J1049eK KaK IPOSIBJICHHE METaCTaTUYECKOIo Mpolecca
pakKa MOJIOUHOM keJe3sl [5].

B navasie XX Beka B MEIULIMHCKOM COOOIIIECTBE ToIa-
raju, 4To HauboJiee YaCThIM MCTOYHUKOM JIEITOMEHUH-
reaJlbHOro MeTacTa3upOBaHMSI SIBJISICTCST pakK Keayaka [6].
OjHaKoO B HACTOSIIEe BpeMsl JUAMPYIOIIUME MeCTa Cpeau
COJIMIHBIX OMYXOJIel y B3POCJIBbIX 3aHUMAIOT MeJaHOMa
(6onee 23 %), MEKOKJIETOUHBII pak Jjerkoro (11—25 %)
M pak MOJIOUHOM xene3bl (6—8 %) [7, 8]. Y nmereit nemn-
TOMEHMHIeaIbHOE METaCTa3MPOBAHUE Yallle OTMEYaeTCsI
npu PMC, capkome IOwuHra, HeiipoGiacToMme, peTH-
Hobjactome [9, 10].

B uccnenosanuu, onyonukoBaHHoM Wiens et al., cpe-
1 1135 manyeHToB ¢ COMUAHBIMUA HOBOOOPa30BaHUSIMU
y 26 (2,3 %) ObLIO BBISIBJICHO JIENITOMEHUHI€AaIbHOE METa-
crasupoBaHue [11]. UccnenoBaTenu U3 oTaeaeHUsI OHKO-
JIOTUM MEAMIIMHCKOTO KoJulenxka AnbOepra DHHIITEHA

(Hbio-Mopk, CIIIA) npeactaBuin JaHHbIE O JENTOME-
HUHTeaJbHOM MeTactasupoBaHun y 31 (49 %) GonbHO-
ro ¢ COMMAHBIMU omyxonsiMu, ¥ 17 (27 %) ¢ neilko3om
uny 15 (24 %) ¢ numdbomoii [12].

JlenToMeHUHIeabHbIe MeTacTa3bl HauboJjiee YacTo
MMEIOT 2HIOHEBPAJIbHBIA IIyTh MeETacTa3upoBaHUS —
pacrpocTpaHeHue Mo NepudepudecKuM MU YeperTHbIM
HepBaM M WHTpaKpaHWAJIbHOE paclpoCTpaHEHHE U3
COCETHMX aHAaTOMUYECKMX 30H B BEILECTBO TOJIOBHOI'O
mosra [13, 14]. OgHako B MEIMUMHCKHX MCTOYHHKAX
MMEIOTCS TAKKe JaHHBIE O TeMaTOTeHHOM ITyTH MeTacTa-
3UPOBaHUsI B TAPEHXMMY TOJIOBHOTO MO3ra Yepe3 apTepu-
aJlbHOEe KpOBOOOpallleHUE U Yepe3 BEHO3HOE CILIETeHUE
beiitcona (puc. 1) [15].

Puc. 1. Mexanuszmor 1enmomenun2eanvHoil OUCCeMuHayuu memacmamuye-
cKux onyxonet

Fig. 1. Mechanisms of leptomeningeal dissemination of metastatic tumors

JlenToMeHMHIeaIbHbIE METACTa3bl MTPOSIBIISTIOTCS pa3-
HOOOpa3HOM HEBPOJIOTUUYECKOI cuMmnTomMaTukoit. OaHa-
KO MallMeHTbl MOTYT XUTbh 0€3 KaKuX-JIMOO MpPU3HAKOB
3a6osieBanus. [1o mTaHHBIM MUPOBOIL TuTepatypshl, y 20 %
OHKOJIOTMYECKMX OOJIbHBIX OTMEYAeTCsI TeueHue 6ecCuM-
NTOMHOIO JIEITOMEHUHICAJIbHOTO MeTacTa3upOBaHMS
[16]. CornacHO TaHHBIM OT€YECTBEHHBIX aBTOPOB, JICITO-
MeHMHTeabHbIe MeTacTasbl HaomonaoTcsa B 0,24 % Bcex
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MPOBEJECHHBIX ayTOIICUil U cocTaBistioT 7,3 % oOiiero
YuCIa METACTATUYECKUX OITyXO0JICH FOJIOBHOTO U CIIMHHO-
ro moara [17].

KiuHuyeckoe mposiBlieHUE JIENITOMEHUHICAIbHOTO
MeTacTa3UpOBAaHMSI — 3TO BHE3AIIHOE IOSIBICHUE UHTEH-
CHUBHBIX TOJIOBHBIX 0OJIeii, yacTasi pBoTa, 00yCIOBJICHHAs
BHyTpuYeperHoii runepreHsueii [18]. I1pu manpHeiem
MPOIrpeccUpoOBaHUU 3a00JIeBaHUsI HApacTalOT MCUXUYE-
CKMe HapylleHUs (Ie30pUEeHTUPOBAHHOCTb, YTHETCHME
CO3HAHUS BIUIOTH [0 KOMBI), IOpa)KeHUE YepPEeITHbIX
HEpPBOB, CIUHAJIBHBIX KOPEIIKOB (apedaeKcus, mape3bl
KOHEYHOCTEl, pacCTpoiCTBO (DYHKIMI Ta30BBIX Opra-
HoB). IlepBUYHO-TeHEpaIN30BaHHbIE YU TOHUKO-KIOHM-
YecKMe CyIOpOTM BCTPEYAlOTCsl IPU JIEITOMEHUHICA b~
HOM MeTacTazupoBaHuu B 11—18 % ciaydaes [19].

KiaumHuueckast KapTHa JICITOMEHUHICAIbHOTO MeTa-
CTa3MPOBAHUSI HE SIBJISIETCS ATOTHOMOHUYHOM U HEPEe-
KO MIpM IOCTAaHOBKE AMAarHo3a HeoOXOIUMO IIPOBOIUTH
mud@epeHINAIbHYI0O IUArHOCTUKY C  TOpakeHUeM
HEPBHOW CUCTEMBI JPYTOW 3TUOJIOTMUA U C PA3IUYHBIMU
3a001eBaHUSIMU HEPBHOI CUCTEMBI (SHIIE(aTUTHI 1000
STUOJIOTMHU, OCOOEHHO TPUOKOBOM MPUPO/IbI; UILIEMUYE-
CKHe U TeMOpparuyeckue MHCYJIbThI; HeclelupuuecKue
BOCITAJITEIbHBIE TIPOLIeCCHI (HelipocapKoum03, Ty0epKy-
Je3 u poy.) [20, 21].

[lepBuuHasi AMArHOCTUKA  JIEITOMEHMHIEAIbHOTO
MeTacTa3MpOBaHMsI BKJIIOYAET IIPOBEICHIE MATHUTHO-PE-
30oHaHCHOU Tomorpaduu (MPT) rogoBHOro u CimHHOTO
MO3ra ¢ KOHTPAacTHBIM YCWIEHHEM (CIeLUOUIHOCTD
MeTona— 77 % nayBCTBUTENBHOCTL — 75 %) [22]. Hapuc. 2
rmokasaHa TunuyHass MP-kapTuHa JenToMeHUHTeaIbHO-
ro MeTtacrasupoBaHus y gereii ¢ PMC.

Puc. 2. Co6cmeennvie pesysvmamol uccaedoganuii 2 nayueHmos ¢ oua-
eHozom PMC napameHnuneeanvHoil 10KaAU3AUUU ¢ NeNMOMEHUHREANbHbIMU
memacmasamu. Ha MPT ommeuaromea mHodcecmeennvie y4acmeu namo-
N02UMECK020 HAKONACHUSI KOHMPACMHO20 NPenapama ymoaujeHHbIMy Mo3-
208bIMU 000104KAMU U POPMUPOBAHUE OMOENbHBIX HeOOAbULUX ONYX0Ae8bIX
y3106 6 pexcume T1 ¢ nodasaenuem cueHasa om MHCUpogol MKAHU NOCAe
66e0eHUss KOHMPACMHO20 npenapama

Fig. 2. The own results of the studies of two patients diagnosed with RMS
of parameningeal localization with leptomeningeal metastases. MRI there
are multiple areas of pathological accumulation of the contrast agent by
thickened meninges and the formation of separate small tumor nodes in T1
mode with suppression of the signal from adipose tissue after administration
of the contrast agent

B 1liensix OLIEHKM Hajau4usl OITyXOJIEBBIX KJIETOK
B CIIMHHOMO3TOBOM >KUAKOCTU IIPOBOAST €ro LIMTOJIOIM-
YecKoe uccliegoBaHue (4yBCTBUTEILHOCTb METOIAa — OT 45
10 100 % u cneunduaHocts — 95 %) [23]. I1o maHHBIM
JINTEPaTyphl, YacTOTa OOHAPYKEHHUSI OIYXOJIEBBIX KJIETOK
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B IEpBOM MYHKLMK He mpeBbimaer 50 %, omHako oHa
MOBBIIIACTCS 10 85 % IpU TPEXKPaTHOM LIMTOJIOTUYECKOM
ucciaegoBanum (puc. 3) [24].

Puc. 3. Co6cmeennnie pesyabmamol uccaedo8anuii hayueHma ¢ OUazHO30M
PMC napamenuneeanshoii 10Kkau3ayuu ¢ 1enMOMeHUH2EANbHBIMU Mema-
cmasamu. Llumonoeuveckoe uccaedosanue cRUHHOMO32080U HCUOKOCHIU:
0nyXonegvle KAeMKU He2eMON0IMU1ECKol npupoobl, PacnoN0NCeHHble KAK
DA3PO3HEHHO, MAK U 8 8UOe CKONACHUL

Fig. 3. The own results of the studies of a patient diagnosed with RMS of
parameningeal localization with leptomeningeal metastases. Cytological
examination of cerebrospinal fluid shows: clusters of tumor cells of non-
hematopoietic nature, located both separately and in the form of clusters

BHenpenune B mOpakTUKy MeToJa CUUHTUTpaduu
TOJIOBHOTO MO3Ta MOXET ITOMOYb PaCIIUPUTh AUArHOC-
TUYECKHE TOPU3OHTHI CYIIECTBYIOIIMX METOIOB MCCIEIO-
BaHUII — PEHTITEHOBCKOI KOMIIBIOTEpHOII ToMorpadumn
n MPT. MeTon cyliecTByeT yKe HECKOIbKO IeCITUIETHI
M XOpOIIIO cebsl 3apeKOMEHIOBal B AUAarHOCTUKE COCY-
JMIUCTBIX HAPYIIEHUN U MOPAXEHUN BEIIECTBA TOJIOBHOTO
MoO3ra Ipu oHKomnaTojoruu. biaaromapsi cBoeii 1oCTymHO-
CTHU IIUPOKOE TIPUMEHEHUE TTOTYIWI paarodapMalieBTU -
yecknii npernapar (P®IT) *mTc-neprexHeraT, KOTOPBII
B HopMe He TipoHukaeT 4epe3 ['Ob. Ilpu omyxoneBom
MOpakeHU! TOJIOBHOTIO MO3Ta WX eT0 000J04YeK ITPOuC-
xoaut noBpexneHue 'Db, uto B cBoro ouepenb MPUBOIUT
K TIOBBIIIEHUIO YPOBHS akkyMmysunu POIT B oGmactu
nopaxenus [25]. Iloka3aHusg K Ha3HAYECHUIO CLMHTU-
rpapuu OOBIYHO OCHOBBLIBAIOTCS MPHU ITIOJO3PEHUM Ha
nopaxeHue 000J0YeK T'OJOBHOTO MO3ra Ha OCHOBaHUM
KJIMHUYECKUX CHUMIITOMOB IIPM OTPHULIATEIbHBIX WIN
HeomaHo3HauYHbIX pe3ynbratax MPT. CneumanbHoi Toj-
TOTOBKM K MCClIeI0BaHUIO He Tpedyercs. Ilociae BHYTpu-
BeHHoro BeegeHus1 PDIT yepes 30—40 MuH nmpoBOaUTCS
0AHO(MOTOHHAsI AMUCCUOHHAsA ToMoTrpadusi TOJIOBHOTO
MO3ra, Ha OCHOBaHUU KOTOPOiIl Bpay-paauosiaor (popmu-
pPYeT AMAarHOCTUYECKOE 3aKITI0UCHHUE.

BonpIIMHCTBO TALIMEHTOB HYXIAIOTCS B codeTa-
HUU XMPYPTAYECKOTO BMeEIATEIbCTBA JUIS pa3MeIleHUs
pesepByapa OMMaiig, JIy4eBOWM Tepamuu, CUCTEMHOI
xumuotepanuu (XT), cooTBeTCTBYOIIECH Mopdosornie-
CKOMY BapHaHTy MEPBUYHOTO oyara, M MHTPaTeKaJbHOMI
XT [26].

IIpoBenenue cucremuoit XT — HeoTbemaeMasl 4YacTb
MPOTHUBOOITYXOJIEBOTO JICYCHUS IaIlMeHTOB C JIENTOME-
HUHTeadbHBIMKU MeTacTazaMu [27]. Beibop cucremHOIt
XT ocHoBbIBaeTcs Ha MOPQOIOTUIYECKON BepU(UKALIUI
nepBuuHoOii omyxonu. B 2010 . mpoBeaeHHBII Ha Oase
OHKOJIOTMYECKOTO 1LIEHTPa YHMBEPCUTETCKON KIMHUKU
Hamburg-Eppendorf (Iam0ypr, Iepmanust) peTpocriexk-
TUBHBIN aHaau3 135 mauneHToB (M3 HUX 73 ¢ COTUIHBIMU
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OITyXOJIIMHU) MOKAa3aJjl, YTO aleKBaTHOE M CBOEBPEMEHHOE
npoBeAeHue cucteMHoil XT MpuBOIUT K GoJiee NINTENb-
HOMY IepUOAY BEIKMBaeMocTHu [28].

KpannocrimuanbHoe o6ayyenue (KCO) — enuH-
CTBEHHBIM METOH Tepamuu, KOTOPBI OXBAaTbIBAE€T BCIO
LIEHTPaJIbHYIO HEPBHYIO CUCTEMY U CUMTAETCS € IMHCTBEH-
HBIII METOIOM JIOKQJIbHOTO KOHTPOJIS JIENITOMEHUHTeallb-
HOTO METacTa3upOBaHUS, BO3NEICTBYS Ha TE OIMYXOJIeBbIC
KJIETKH, KOTOPbIe He MOABEPINIMCH Bo3aericTBuio XT [29].
C 1981 mmo 1985 . FOro-3amanHast OHKOJIOTHYECKasl TPYII-
na (SWOG) npoBoauiia UccienoBaHne, B KOTOpoe ObLIN
BKJIIOYEHBI 26 MALMEHTOB C MOATBEPXICHHBIMM COJIMI-
HBIMU JIEITOMEHUHTEeaJbHBIMI MeTacTazamMu. MeauaHa
BBDKMBAEMOCTH cocTaBwia 5,7 Mec NIpuU COYEeTaHHOM
NMpUMEHEHUEM CUCTeMHON U wuHTpaTekaabHoit XT
¢ KCO [30].

IIpu npoBenernnu XT y O0JbHBIX C IENTOMEHUHT€ATb-
HBIMM MeTacTa3aMM MMeeT 3HaueHUe CIoco0 BBEICHUS
xumuonpenapara [31]. Tlpexnae Bcero, 3To 00yCIOBIE-
HO cymiectBoBaHueM ['DbB, mosToMy HMHTpaTeKalbHas
XT sBnsieTcss OCHOBHBIM METOIOM JICUSHUS MallieHTOB
C JIeTITOMEHUHTIeaIbHBIM MeTacTasupoBaHUeM. JaHHBIM
croco0 BBEACHMS UCIIOAb3YETCS 151 TTOABEACHUSI XMMUO-
IpenapaToB HEMOCPEACTBEHHO K OIMYyXOJIEBBIM KJICTKaM.
HawnbGosee yacto nmpuMeHsieTcsl MHTpaTeKaJlbHOE BBEE-
HHUE MeTOTpeKcarta, SIBJsIolIerocss Hauoosuee 3(hdeKTuB-
HBIM U CPaBHUTEIbHO O€30MacHBIM XMMHUOIIperapaToM
MpY  JIEITOMEHUHIeaIbHBIX MeTacTa3aX OOJIBIIIMHCTBA
conuaHbIXx omyxonei [32]. ITo maHHBIM MEAULIMHCKOM
JINTepaTyphbl, IOMUMO METOTpeKcaTa IJisi MHTpaTeKalb-
HOTO BBEJIEHUS UCIOJB3YIOT LUTapaduH u TuoTOD [33].
G. Pentheroudakis et al. cumTaloT, 4TO HaMOOJbIIEH
3((EKTUBHOCTBIO 00JaTaeT JUIMOCOMANbHBIA IIMTa-
pabuH, TIOCKOJBKY OH oOecrieynBaeT 0oJjiee BBICOKYIO
KOHIICHTPALIMIO B LIepeOPOCIIMHAIBHON KUAKOCTH IIPU
JICYEHUH JeHKEMUIECKUX 1 TUMGbOMATO3HBIX MEHUHIH-
TOB, 0COOEHHO y nereit [34]. B mociaeaHue roabl akTUBHO
usydyaercs 3¢hGEeKTUBHOCTh MHTPATEKAIbHOIO BBEICHUS
TaKuX MperapaToB, Kak TOMOTeKaH, reMuuTaouH [35].

B OonblIMHCTBE ucCAeqOBaHUIT CpeaHsIs BbIKMBa-
€MOCTh B3POCJBIX ITallMEHTOB C JICITOMEHUHTIEATbHBIM
MeTacTasupoBaHMeM He mpeBbiaeT 4—6 wmec [34].
V nereit XXe MpOrHO3 3HAYMTEIBLHO JIy4llle — Oe3peluInB-
HBII nepuos cocTasisier 4 roga [36].

MatepuaJjsl 1 METOIbI

B wuccnaenmoBaHue ObBLIM BKIIOYEHBI 45 MallleHTOB
B Bo3pacte n0 18 yer mo moBoay MOpQOJOrMYecKU
nonrBepxaeHHoit PMC mapamMeHUHTeadbHOR JOKa-
JIM3alUM € MHTpaKpaHUAJIbHBIM PACIPOCTPAHEHUEM,
KoTophle Habmoganuchk u jedunuck B HUM nerckoii
oHkojoruu u remaroiorun ®I'byY «HMMUILI onkonorun
nMm. H.H. Broxuna» Munsnpasa Poccuu B nmepuon ¢ 2003
no 2020 r. I[Ipeobmamanu mauueHThHI B Bo3pacTe oT 1 a0
7 net (75,5 %). CpeaHuii BO3pacT MalMEHTOB HA MOMEHT
YCTaHOBJIEHMSI MarHo3a cocTaBisul 5,3 roma. 3aboJe-
BaHUE Yallle BCTpevyajoch y MajabuukoB — 25 (55,5 %)
caydaeB. 3aKOHHbBIC IIPEACTABUTE/IM IALIMEHTOB Iajiu
corjacue Ha BCE€ BUIbI IPOTHUBOOIYXOJIEBOIO JICUCHMUSI.
Pesynbratel ucciaenoBaHus (QUKCUPOBAINCH JieUalliMU
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BpayaMy B MEIULIMHCKUX KapTax OOJIbHBIX U aHaIU3M-
pOBaJIMCh aBTOpAMM ITaHHOM cTaTbU. BbUI McCIONb30BaH
METOJI CTaTUCTUYECKOTO HabmoaeHus. Pesynbratsl oopa-
OaThIBaJIMCH ¢ TTOMOIIbIo mporpamMMbl SPSS 15 (Statistical
Package for the Social Sciences — cTaTUCTUYECKUIA TTaKeT
JUTSL OOI1IECTBEHHBIX HayK).

PacnpocTpaHeHHOCTh OITyXOJIEBOIO IIpoliecca OlLie-
HUBajJach Ha OCHOBAaHMM IIPOBEICHUSI KOMIUIEKCHOI'O
obcnenoBaHus, BKioudalomero MPT ocHoBaHus yepemna
M FOJIOBHOI'O MO3ra ¢ BHYTPUBEHHBIM KOHTPAaCTUPOBAHM -
€M, YJIBTPa3ByKOBOE MCCJIEMIOBaHME MITKMX TKaHEH Ien
M OPraHOB OPIOLIHOM IT0J0CTH, KOMITbIOTEPHYIO TOMOIpa-
U0 OpraHoOB TPYAHOM MOJOCTH, CIIUHTUTPAGDUIO TOJIOB-
Horo mMo3sra ¢ " Tc-reprexHeTaToM.

BceM manmeHTaM IpoBeieHa OUOIICHS OITyXOJIH
U/WIM PEeruoOHapHOTO METacTaTMYeCKOro jauMcaruye-
ckoro y3na (JIY). Iuarno3 PMC noarBep:KaeH r’mcTojio-
FMYECKM ¥ MMMYHOTMCTOXMMUYECKM Y BCEX IMAlMEHTOB.
HaubGonbmryio gonto cpeau o0cieqOBaHHBIX IMAIIMEHTOB
COCTaBJIsLIM 0OJIbHBIE ¢ SMOproHaabHO PMC — 26 (58 %).

OCHOBHbIE TIPUHIIUIIBI TEPAIUU MALIMEHTOB C CapKO-
MaMM ITapaMeHMHIeaIbHOM JTOKaIU3alu1 ¢ UHTPaKpaHM -
aJIbHBIM PaCIIPOCTPaHEHUEM IIPEACTABICHbI B TAOIUIIE.

Buou mepanuu nayueHmoes ¢ capKomamu napaMeHuHeeaﬂbHOﬁ/zoxaﬂu3auuu
C UHMPAKPAHUANbHbIM pacnpocmparHenuem

Types of therapy for patients with parameningeal sarcomas with intracranial
spread

Bun Tepanuu N o
Type of therapy ©

CM-2015
STS-2015 13 2
JOPMC-06
MRRS-06 12 27
Ba30Bblii MPOTOKOI CarboVCD 9 20
Basic protocol CWS-2009 6 13
RMS-2005 2 5
WHnuBuayanibHas cxema 5 5
Individual scheme
CWS-2002 1 2
CWS-2009 3 43
WnnusuayanbHas cxema
Tepanusi nepBoro peruaMBa L 2 29
Therapy of the I* relapse Individual scheme
CM-2015 ) 29
STS-2015
Teparnus Broporo petauBa  MHIMBUIyaIbHas cXxema ) 100
Therapy of the 2" relapse Individual scheme
Tepanusi TpeTbero peunanba MHaMBUAYalbHas cxema | 100

Therapy of the 37 relapse Individual scheme

Ipumevyanune. CM-2015 — npomokon aeuenus 6oavroix c CMT, ymeepacoen-
notit ¢ 2015 e.; IOPMC-06 — npomokoa aeuenus 6oavhvix PMC cpedneeo
pucka; CarboVCD — npomokoa 0as nevenus demeii u nodpocmkos ¢ PMC
opoumst; CWS-2009 — npomokoa puck-adanmuposeartozo nevenus CMT
Esponelickoil koonepamusHoil uccaredosamenwvckoii epynnovt Obujecmea dem-
cKUX 0HK010206 U eemamonoeos (GPOH); CWS-2002 — npomokona mHozo-
UEHMPOB020 MePanesmuUecko2o Uuccie008anus 04s Aeuenus demeii u noo-
pocmkos ¢ CMT.

Note. STS-2015 — protocol for the treatment of patients with soft tissue
sarcomas, approved in 2015; MRRS-06 — protocol for the treatment of patients
with moderate risk RMS; CarboVCD — protocol for the treatment of children
and adolescents with RMS orbit; CWS-2009 — protocol for risk-adapted
treatment of the European Cooperative Research Group of the Society
of Pediatric Oncologists and Hematologists (GPOH) for soft tissue sarcomas;
CWS-2002 — multicentre therapeutic study protocol for the treatment
of children and adolescents with soft tissue sarcomas.
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IIpu peTpocneKTMBHOM aHaliu3e WCTOpUii 0o0Je3-
Hu 13 (29 %) nmauueHTaM IPOBEACHO creludUuIecKoe
IIPOTUBOOIIYXOJICBOE  JIEUEHME COIIACHO IIPOTOKOJIY
CM-2015. OcHoBHo1i ero cxemoii siBisiercs VAC/VDC/
IE/VIR, Bximrouatonieti 18 kypcos XT B aibTepHUpYIOIIEM
peXKMe mpernaparaMyd BUHKPUCTUH B 103¢ 1 Mr/mM*B 1, 8
u 15-it oM Kypca; nmkiodocdan B mgoze 1200 mr/m?
B 1-i1 meHb Kypca; makTmuHOMMIMH B mo3e 0,045 mr/kr
B 1-ii meHb Kypca; IDOKCOopyOouuuH B go3e 37,5 mr/m?
B 1-ii 1 2-ii nHU Kypca; udochamua B go3e 1800 mr/m?
B 1—5-i1 nHM Kypca; sToro3un B 1o3e 100 mr/m? B 1-5-i1
JIHU Kypca; UpUHOTeKaH B go3e 50 mr/m? B 1—5-ii nHU
Kypca. B maHHO#I Koropre IalMeHTOB MPOrpecCUpoBa-
HUe 3a00JIeBaHMsI Ha pa3HbIX dTalax JeYeHUsI BOSHUKIIO
y 8 (62 %) GonbHbIX, peuuaus —y 2 (15 %). be3peuunus-
HBbIIA TIeproj cocTaBui 16 u 19 mec.

HBenanuatu (27 %) nauMeHTaM Teparusi IIPOBOIM-
snack 1o nporokony JOPMC-06. Ha srame mHIyKLuu
BCEe MALMEHThl MOJYYWIM 4 ajJbTepHUPYIOLIMX Kypca
noyuxumuoTepanuu (ITXT) mo cxeme VAC (BUHKPUCTUH
B nose 1,5 mr/m? — 1, 8, 15-i1 nHU Kypca; JaKTUHOMM-
uMH B no3e 1,5 mr/m? — 1-ii geHb Kypca; nukiodocdan
B 103¢ 250 mr/m?> — 1-5-i1 nau kypca) u VIC (Tomore-
KaH B mo3e 0,75 mr/m? — 1—5-i1 gHU Kypca; BUHKPUCTUH
B no3e 1,5 mr/m? — 1, 8, 15-i1 gy nmkia; nukiodochan
B n03e 250 mr/m? — 1—5-ii nHu Kypca). [Iporpeccupona-
Hue 3a00sieBaHus 3adukcrupoBaHo y 2 (17 %) malmeHToB,
peuuaus —y 3 (25 %). be3peluanBHbLIA IEPUOI COCTABII
ot 1 10 25 mec.

Hesstu (20 %) nauueHTam rnposoauiu 8 kypcos ITXT
npemnapaTamu kapooriaTuH 360 Mr/m? B ieHb 1; BUHKPU-
ctuH 1 mr/m? B 1-ii u 8-it auu; nukinodocdan 500 mr/m?
B 1-i1 u 8-i1 iHu; nokcosieM 20 Mr/m? B iHM 2 U 4 COLJIACHO
npotokojy CarboVCD. JlaHHBII MPOTOKOJ MPUMEHSII-
csg B HUM nerckoii onkonorun u remaronorun ®IrbY
«HMMUII onxonmorun um. H.H. Bnoxuna» MunH3apasa
Poccuu nnst nedenuss PMC opoutsl ¢ 1993 mo 2017 &
JaHHasi cxeMa IIPUMEHSUIaCh IIpU  OBICTPOPACTYILEM
00beMe OMyXoJjiv, OOJIBILIMX pa3Mepax OIyX0JIu, HaIUuYnuu
y mamueHTa OojieBoro cuHapoma. IIporpeccupoBaHue
3a00JeBaHus 3adukcupoBaHo y 3 (34 %) mauueHToB.
BespenmanBHbII Tepro cocTaBUIl 7 Mec.

Ilectu (13 %) maiueHTaM Jie4eHUe IIPOBOAMUIOCH 10
mpotokosy CWS-2009. B rpymiry o4eHb BBICOKOTO pHCKa
BKJIIOo4eHbI 4 (67 %) pebenka. Tepamust mauMeHTOB daH-
HOI1 TpyIIIbl BKJIIOYaIa MpoBeaeHNe 9 KypcoB HEOaIbIO-
BAaHTHOM W aIblOBAHTHOM TEpaIllMy B aJbTCPHUPYIOILIEM
pexume o cxeme VA (udochamua 3000 mr/m?/cyT B iHU
1-3 Kkaxnmoro Kypca Jie4eHUsI, BUHKPUCTUH 1,5 mr/m?
B 1-ii JgeHb Kaxmoro Kypca; JaKTMHOMULIMH
1,5mr/m? B 1-i1 neHb Kaxaoro Kypea) v I?VAd (udocdammun
3000 mr/m?*/cyT B nHM 1 M 2 Kaxmoro Kypca Jie4eHus;
BUHKPUCTUH 1,5 Mr/m2 B 1-11 IeHb KaXI0ro Kypca; aapu-
aMuLIMH 2 X 20 Mr/m2/cyT B IHU 1 U 2 KaXIoro Kypca).
IBym (34 %) u3 6 mauMeHTOB, CTPATU(ULIMPOBAHHBIX
B IPYIIY C MHULIMAJIBHBIM METACTa3MpPOBAHUEM, IIPOBE-
JIEHO 9 KypCOB HEOaTbIOBaHTHOM M aIblOBAaHTHON Tepa-
MUY B aJbTepHUPYIOLIEM pexume 1o cxemam IPVA — 1,
4 u 7-i1 kypesl, I’'VE (udochamua 3000 mr/m?/cyT B 1HU
1-3 kypca; BUHKpUCTHH 1,5 Mr/m?> B 1-ii IeHb Kypca;
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srono3un 150 mr/m?/cyr B 1-3-ii gHu Kypca) — 3,
6 1 9-i1 kypcol u CEV (kap6oruiatid 500 Mr/m? B 1-i1 ieHb
Kypca; snupyounuH 150 mr/m? B 1-ii eHb Kypca; BUH-
KpucTuH 1,5 mr/m? B 1-it geHb Kypcea) — 2, 5 1 8-ii Kypchl
npotokoiya. IlporpeccupoBanHue 3abojeBaHus 3a(pUK-
cupoBaHo y 1 (16 %) naumenTa, peuuaus — y 3 (50 %).
bespenanBHBIN TTepUOI COCTaBUI 5 Mec.

OpHomy (2 %) mauMeHTy IPOBEACHO IPOTHBOOILY-
xosieBoe JieuyeHue mo mporokony CWS-2002. Koomnepa-
tuBHOe ucciaenosanue CMT mo mportokomy CWS-2002
3aBepiieHo B 2009 ., K coxkaJleHuIo, 4yepe3 6 Mec y 60JIb-
HOTO Pa3BUJICS PELIUAMB 32001 BaHUS.

JByMm (5 %) narmeHtaM npoBoamiock 9 kypcos XT ripe-
rmapaTaMy BUHKPMCTHH B n1o3e 1,5 mr/m? B 1, 8, 15-ii gHu
LIMKJIA; JAKTUHOMMIMH B 103¢ 1,5 Mr/m? B 1-i1 IeHb LIMKJIA
no npotokoy aedeHus RMS-2005. Peuuaus pasBuics
y 1 (50 %) 6oabHoro. be3peMauBHbIM IEPUO COCTABII
6 Mmec.

JlyueBasg Ttepanus (3D-koHpopmHOEe 00JIyYeHUE
B pexkxume 1,8 Ip/cyt 5 mHeii/Hen) npoBeneHa 33 (74 %)
MalueHTaM — O0JIydeHUEe IIEPBUYHOM OITyXOJIM BBIITOIHE -
HO B cyMMapHoii ouarosoit noze (CO/) 50,4 Ip, nonoJ-
HuTeabHO obnydanuchk JIY men y 10 (23 %) GonbHBIX
B COJI 45,0 Ip.

Xupyprudeckoe jedyeHue BoinosHeHo 15 (34 %) 601b-
HbIM B CBSI3U C HAJIMYMEM OCTATOYHOM OITyXOJIeBOIl TKAHU
OCJIe IIPOBEIECHMS XMMUOIYy4eBOi Tepanu. MHOIOKOM-
IIOHEHTHOE JIEYeHUE, BKJIIOUAIOIee XMMUOIYyYEBYIO Tepa-
MUIO U yoajJeHue OImyxoyu, Obuio mpoBeraeHo 15 (34 %)
MalyeHTaM.

Y 4 (9 %) GOJIbHBIX, Y KOTOPBIX 3a(UKCUPOBAHO JIETI-
TOMEHMHI€aJIbHOe MeTacTa3upoBaHUe, Oblia IPOBeIeHA
MOMNBITKA TPOTUBOPEIIUANBHOIO JeueHUs1. OMHOMY Ialu-
eHty mpoBeneH 1 kypc INIXT nmpemaparamu LMCIUIaTUH
B no3e 100 mr/m? B 1-i1 AeHb LKMKJIA, JOKCOPYOULIMH B 103€
20 mr/m? Bo 2-it u 3-it nHu umkiia. I1o pesysibraTaM KOH-
TpoabHOit MPT rojoBHOro u CIMHHOIO MO3Ta ¢ BHYTPU-
BEHHBIM KOHTPacTUPOBaHMEM Iociie 1 Kypca oTMevaiach
OTpHULIaTe/IbHAsI IMHAMUKA B BUJE YCWICHUS MMaapaxHo-
MIAJIBHOTO KOHTPACTUPOBAHUsI 000JIOYEK IIOJIyIIApUid
TOJIOBHOI'O MO3Ta.

OpHOMY TIalIMEHTY ITIPOBENEHO 2 aJbTEPHUPYIONINX
kypca [1XT no cxeme VAC (BUHKPUCTUH B 103¢ 1,5 Mr/m?
B 1, 8, 15-ii 1HU LMKJIA; JAKTUHOMULIVH B 03¢ 1,5 Mr/m?
B 1-11 neHb ukiIa; nukiodocdan B 1o3e 250 mr/m? B 1—5-i1
auu 1ukia) u VIRTem (BuHKpucTuH B n1o3e 1 mr/m? B 1,
8 1 15-11 nHU Kypca; upuHOTeKaH B 103¢ 50 Mr/m? B 1—5-i1
JIHM Kypca; TeMo3ojoMu B 1o3e 150 mr/m? B 1—5-ii qHM
Kypca). JIonoJHUTENbHO MO/IBEeIeHA JTyueBasi Teparnus Ha
KpaHuocrnuHaiabHyto odjgacte B COJI 36,0 Ip. JdanbHeii-
lee IMporpeccupoBaHue 3abosieBaHUs 3aUKCHUPOBAHO
yepe3 4 mec.

OnHoMmy maneHTy npoBeneHo 2 kypca I[TXT mo cxeme
I>’VA (udocdamun 3000 mr/m?/cyt B nHu 1 1 2 Kaxkaoro
Kypca JiedeHuUsl; BAHKPUCTUH 1,5 Mr/m2 B 1-11 IeHb KaxK10-
ro Kypca; IakTUHOMUUMH 1,5 Mr/m? B 1-ii 1eHb KaxJI0ro
Kypca). ITo pesynsrataMm KoHTposbHOiT MPT romoBHoro
M CIIMHHOTO MO3ra ¢ BHYTPUBEHHBIM KOHTPaCTUPOBAHM-
€M I10CJjIe 2 KypCOB OTMEUaIoCh JdajibHelilee Mporpeccu-
poBaHue 3a00JIeBaHUSI.
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Tepanug 1 mauueHTa BKJIIOUYaia MpoBeAeHue 3 KypcoB
XT npenapatamu 2-ii tuHumM no cxeme Carbo/Eto/IFO
(kapOoruiaTtuH B 103¢ 150 Mr/m? B 1—4-ii THU LIMKJIA; 9TO-
ro3un B 1o3e 150 mr/m? B 1—4-it nHu Lukia /udocdamu
B no3e 2000 mMr/m> B 1—4-i1 THU UKJIA; STOMO3U B 03¢
150 mr/m> B 1—4-ii gHM LMKIa/KapOOIUIAaTMH B 03¢
150 mr/m> B 1—4-it nHu nukia; udochamua B ao3e
2000 mr/m? B 1—4-ii nHM LMKIA) U 3 KypCOB MHTpaTe-
kanbHO# XT (THoTena B mo3e 5 mr/m? B 1-ii AeHb Kypca).
ITo pesynsraTaM KoHTpoabHOI MPT ronoBHOro u CrimH-
HOI'O MO3ra ¢ BHyTPUBEHHBIM KOHTPACTUPOBAHUEM I10CIIE
3 KypcoB CUCTEMHOI M MHTpaTeKajibHOi XT oTMeueHa
crabunmsalus 3aboyieBaHus. PebeHKY TpoBeneHO ellle
2 Kypca cucteMHoOil M uHTpaTekanbHoil XT coriacHo
HaMEeUeHHOMY ILIaHy, TAK3Ke ITOABEIcHA JIydeBasl Teparimsi
Ha KpaHuocnuHajabHyIo objacte B COJl 36,0 Ip. Bespe-
LIMIMBHBIN TIEPUO COCTAaBUII 9 Mec.

PesyabraTsl

W3 o6iiero yncia BKIIOYEHHBIX B Hallle MCCIIEI0Ba-
Hue nereit (n = 45) xusbl 21 (49 %), nepuo HaGIOAEHUS
coctaBwI OT 12 mec mo 14 net. BBIOBIBIIMX 13 UCCIENO-
BaHUS HET. YMepau oT nporpeccun omnyxonu 23 (51 %)
MalyeHTa, U3 HUX Ha (POHEe IpPOBEIECHMS JICUCHUS —
2 (6 %), B paHHUE CPOKM I10CJIE OKOHYAHMS JIeUeHUS (10
3 mec) — 6 (20 %), B nepuoa 5-neTHEro HaOMIOACHUS —
6 (20 %). B 1 (2 %) caydae GOJIbHOI TTOrUO OT Pa3BUTHS
OKKJTI0O3MOHHOM ruapouedanuu. [To naHHBIM MEIUILIMH-
CKOIl JuTepatyphl, ruapoledanust sBiseTcss Haubolee
YaCThIM OCJIOKHEHUEM IIPU Pa3BUTUU JIEIITOMEHUHI€aJIb-
HOIO METaCTa3MpPOBAaHMS 3a CUET OOCTPYKLIMU JIMKBOPO-
MPOBOIAIIMX myTeit [19].

V¥ 20 (45 %) nanueHTOB OIyXO0JIb pacioJjaraiach mapa-
MEHUHTealbHO (puc. 4), OOHAKO Cpear aHATOMUYECKMX
30H PACOPOCTPAHEHUsI IIEPBUYHOM OITyXOJIM CJIEAYeT
oTMeTUTh 0pouTy — 7 (15 %) ci1ydaeB, OCHOBaHME Yepera —
7 (15 %), cpentee yxo — 4 (8 %), HocornoTky — 3 (6 %).
PacripoctpaHenue B 1mosocth yepena ormedeHo B 100 %
cjlydaeB, MOpaXKeHUe BellleCcTBa TOJIOBHOIO Mo3ra — B 16
(35 %).

Metacrasbl B pernoHapHbix JIY omnpenenstmuch y 7
(15 %) nmaumenToB. OTmajeHHbIE METACTa3bl — MHOXeE-
CTBEHHBIC METACTATUYECKME MTOPAKEHUSI KOCTEI U KOCT-
HOIO MO3Ta — IIPU MEPBUYHOM AMATHOCTUKE BBISIBICHbI
y 4 (9 %) GONbHBIX, JIENTOMEHUHICATbHbIE METACTA3bI
(moaTBEPKAEHHBIE TAKXE MPU LIMTOJIOTMYECKOM KCClie-
JOBaHUU TUKBopa) —y 2 (4 %).

[NepBuyHO-pedpakTepHOE TeYeHUE OCHOBHOTO 3a00-
JleBaHus1 3apeructpupoBaHo y 15 (33 %) mauueHTOB,
u3 HUX y 13 (29 %) — pa3BuTuUE JENTOMEHUHIC€AIbHOIO
MeTtacTazupoBaHus. [IpM LIMTOIOTMYECKOM MCCIea0Ba-
HUU JIMKBOPA OITyX0JIeBble KIeTKU oOHapyxeHbly 7 (54 %)
OosnbHBIX. OOIIasa S5-JeTHSIS BbDKMBAeMOCTh COCTaBHMJIA
42 % (puc. 5).

Y 11 (85 %) manueHTOB C JIENITOMEHUHICATbHBIMU
MeTacTa3aMM OTMEUajoCh IIOSIBIEHUE 4YacTOW PBOTHI,
roJ0BHOI 00y, OOYCIOBJIIEHHOIN pa3BUTUEM BHYTpUYE-
pPEIHOM ruIepTeH3uu. TOHMKO-KIIOHMYECKUE CYA0POru
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Puc. 4. Co6cmeennvie pesyromamsl uccaedoganuii 3 nayueHmos ¢ oua-
enozom PMC napamenuneeanvnoii aoxkasuzayuu ¢ UHmMpaKpaHuanbHoiM
pocmom. MPT: a — 6 pexcume T2 60 ¢pponmanvHoil npoexyuu ¢ nodasne-
HUuem cucHana om Hcupogeoi mkauu;, 6 — e pexcume T1 6 cacummanvHoil
NnpoeKyulu ¢ noO0asAeHUuemM CUSHAAd OM JCUPOBOL MKAHU NOCAe 868e0eHUs
KoHmpacmnoeo npenapama, 6 — 6 pesicume T2 6o ¢hponmanvroil npoexyuu
¢ nodasnenuem cucHanra om xHcupogoi mrkanu. Ommeuaemcs Popmuposa-
Hue UHMPAKPAHUANBLHO20 KOMNOHEHMA ONYX0AU C NOPANCEHUEM eUyecmea
2011061020 mo3ea. Tomocyunmuepammot ¢ " Te-nepmexnemamom 60 Gpor-
manvHolx (2, 0, e) u akcuanrvhvix (e, 3, U) npoekyusx. B nepsuunoi onyxonu
U 8 NOPANCEHHOM Beljecmeae 20108H020 MO32d, 8KAIOUAs 000N0UKU, OMMeHa-
emcs unmencugnas akkymyasayus POIT

Fig. 4. The own results of the studies of three patients diagnosed with RM.S
of parameningeal localization with intracranial growth. MRI: a — in the T2
mode in the frontal projection with suppression of the signal from adipose
tissue; 6 — in the T1 mode in the sagittal projection with suppression of the
signal from adipose tissue after administration of the contrast agent,; ¢ — in the
T2 mode in the frontal projection with suppression of the signal from adipose
tissue. The formation of an intracranial component of a tumor with a lesion
of the brain substance is noted. Tomoscintigrams with *"Tt-pertechnetat in
frontal (e, 9, e) and axial (»c, 3, u) projections. In the primary tumor and
in the affected substance of the brain, including the membranes, there is an
intensive accumulation of radiopharmaceutical

pasBwnch y 4 (30 %) 6onbHBIX, Y 2 (15 %) — yrHeTeHUe
CO3HAHUSI 10 YPOBHSI OTTyILIEHMSI.

Ha puc. 6 mokazana MP-kapTiHa JIeNTOMEHUHTE€Tb-
HOrO0 METacTa3MpOBaHUs B CIIMHHOM MO3re y peOeHKa
c PMC.

HeratuBHble cOOBITHSI Yy OOJBIIMHCTBA MAllMEHTOB
MPOUCXOIUIN B TeueHHMe 2,5 Toma IT0C/e 3aBepIICHMS
nevyeHus. [1pu yBeMueHM CPOKOB HAOJIIOACHUS TTOKa3a-
TeJIb OOIIIEH BBDKMBAEMOCTH He M3MEHsIICs. be3permans-
Hasl BBLKMBAeMOCTb B 3TOI rpymiie coctaBuia 78 %.

Petmnusel BosHukim y 11 (24 %) maimeHToB, U3 HUX
y 3 (4 %) pa3BuTHE paHHETO JIENTOMEHUHT€aJIbHOIO MeTa-
CTa3MPOBaHMS IPOU3OIILIO Yepe3 3 MeC Mocjie OKOHYaAHMS
JeyeHus1. PennauBupyoliiee TedeHue 3a00IeBaHUS MMe-
nomectoy 11 (25 %) 60abHBIX, U3 HUX ITEPBBIA PEIIUIUB —
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Puc. 5. [lamunemuss obujas evixcusaemocms y demeii ¢ PMC napamenun-
2eaNbHOIL NOKANUZAUUY € UHMPAKPAHUANLHBIM PACHPOCMPAHEHUEM

Fig. 5. Five-year overall survival in children with RMS of parameningeal
localization with intracranial spread

Puc. 6. Coocmeentvie pe3ysvmams uccaed0o8anus HAyUeHma ¢ OUAeHO30M
PMC napamenuneeanvroil aokaruzayuu ¢ AenmoMeHUH2eANbHbIMU Mema-
cmazamu. MPT 6 pexcume TI: npu 6HympueenHom KOHMpacmupogaHuu
ommeuaemcs ycunennoe Haonsenue PDII nepasnomeprno ymoaueHHviMu
000/104KaMU CHUHHO20 MO032a HA 8CeM NPOMANCEHUU (YKA3AHO CIMPEeKam)

Fig. 6. The own results of the study of a patient diagnosed with RMS of
parameningeal localization with leptomeningeal metastases. MRI in T1
mode: with intravenous contrast, there is an increased accumulation of
contrast agent by unevenly thickened membranes of the spinal cord throughout
(indicated by arrows)

y 7 (64 %) nanmenToB, Bropoit peunaus —y 2 (18 %),
tpetuit peuunuB — y 1 (9 %). PedpakrepHoe TeueHue
peluanBa TMarHOCTUPOBAHO Y 6 GOTBHBIX.

OO6wiast 5-71eTHsIs BBDKMBAEMOCTh B TpYIIIE MallMeH-
TOB C Pa3BUTHEM JIOKAJILHOTO peluarBa coctasuia 37 %,
a B IPYIITE ¢ pa3BUTUEM JIENITOMEHUHTeaTbHOTO MeTacTa-
3upoBaHus — 5 %. CpemHsiss BbKUBAEMOCTb MPU Pa3BH-
TUUY JIENTOMEHWHTEaTbHOTO MeTacTa3upoBaHust — 2,5 Mec
(puc. 7).

[Mocie mpoBeneHUs] MPOTUBOPELIMANBHOTO JICUCHHUSI
y MalMEeHTOB C JJOKAJTbHBIMU pelinauBamu 2 (28 %) XUBHI,

m y 1 (14 %) pa3Bujicsl TIOBTOPHBIN pellUAUB yepe3 2 rojaa
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Puc. 7. Ilokazameau 5-aremueii 6e3peyudusHoli u NocCmpeuuousHoll 8bLic-
saemocmu

Fig. 7. Five-year relapse-free and post relapse survival

1 OOJIbHOI yMep OT MpOrpeccupoBaHMsT 3a00JIeBaHMSI.
Bce mnaumMeHTH € pa3BUTHMEM JIENTOMEHUHIE€AJbHOI'O
MeTacTa3UupPOBaHMS YMEPJIU OT IIPOrPEeCCHM OITyXOJIEBOIO
mpolecca.

OocyxaeHue

IlenTpaibHasg HepBHas CHCTEMa 3alllUIleHa OT BO3-
neiictBus cucteMHoil XT, B CBSI3U ¢ 3TUM J0 CUX TIOp He
omnpeneyneHa apdekTuBHAas Tepanus Ipu JIENTOMEHUHIE-
aJIbHBIX METacTa3ax, 4YTo IPUBEJIO K ITOMCKY HOBBIX IIpe-
IapaToB, HAMpaBJIEeHHBIX Ha MX IPOHUKHOBEHUE uyepe3
I'Db. OnHako 3¢ ¢heKTUBHbIE BapUaHThI JICUCHUST AeTel
C JIENTOMEHUHICAIbHBIMM METacTa3aMu COJIMIHBIX OITy-
XOJIeil OUeHb OIrPaHUYEHbBI M3-3a HEOOJIBIIOT0 KOJIMYECTBA
XUMUOTEPAIIeBTUUECKUX ar€HTOB, JOCTYITHBIX [UISI IIPOBE-
JEHUSI THTPAaTeKaJIbHOM Teparuu.

B MemuuuHCcKOR 3apyOeXXHO JauTepaType HMMeeTcs
orpaHMuYeHHas MHGOPMalYs O JICYCHUM ACTEU C JICNTO-
MEHUHIeaJIbHbIMM MeTacTa3aMU COJIMAHBIX OITYyXOJICH.
PesyibraThl Halllero peTpPOCIEKTUBHOIO KIMHUYECKOIO
MCCJIEIOBAHUST TMOKA3bIBAIOT, YTO IIPOBEICHUE MHOIO-
KoMmrioHeHTHoI XT B coyeTaHUM ¢ OOJIYyYEHUEM TOJIbKO
OITyXOJICBOTO OYara He I03BOJISIET JOCTUYb ITOJIHOTO KOH-
TpOJist Haf 3a00JIeBaHUEM.

PazpaboTka HOBBIX XMMMO- U PagnuOTEparieBTUYECKUX
CcTpaTeruii Mo3BOJIIET YJIYYIIUTh CHUCTEMHBIM KOHTPOJIb
Haa 3a0ojieBaHMEM, OJHAKO HE MOXET OCYIIEeCTBUTh
JOCTaTOUHBIM KOHTPOJIb Haj JIENTOMEHUHI€aJIbHBIMU
MeTacTa3aMM, TaK KaK OIyXOJIeBbIe KJIETKM HAaXOIATCs 3a
I'Db.

B oTHomeHU NpoGUIaKTUKH JIEeNITOMEHUHTeaTbHO-
IO METacTa3MpPOBAHMS Y NETEH C COJMIHBIMU OIYXOJISIMU
OOJIBIIYIO POJIb UTPAET MpeBeHTUBHAas Tepanus. [TporHos
MpU Pa3BUTHUM JIEITOMEHMHICAIbHOIO MeTacTa3upoBa-
Hus y aeteii ¢ PMC nmapameHuHreaabHOR JOKaaU3aluu
C MHTpaKpaHUAJbHBIM pACIpPOCTpaHEHUEM KpaiiHe
HeOMaronpusITHHIIA.

S. Postovsky et al. cooO111ar0T, YTO YacTOTa Pa3BUTHS JIETI-
TOMEHMHIeaJIbHOIO METaCcTa3upPOBAHUS CPEIU JETell ¢ cap-
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koMamu pocturaer 17 % [14]. [1o HaimM HaOIIOACHUSIM,
y 29 % nauueHTOB ObUIM JISITOMEHUHI€aIbHbIC METACTA3bI.

BoiBoapl
HakornieHHBII HAMU OIBIT JIEUEHUsT JAHHON KOTOPTHI

NalMeHTOB IoKa3ajl HeoOXOAUMOCTh IIPOBCACHUA OaJlb-
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HEMIIMX WMCCIEOOBAHMM, HANpPABJICHHBIX Ha H3YYCHUE
JIeueOHBIX MoAXonoB K mauueHTaM ¢ PMC mapaMmeHMH-
reajbHOI JIOKaJIM3allMKU ¢ MHTPAaKpaHUAIbHBIM paCIpoO-
CTpaHEHUEM M/WIM C JICNTOMEHUHICAIbHBIMUA MeTacTa-
3aMHU.
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PervnoxapHbie 6noxkaabl nod ynbTPa3ByKOBOi HaBUrauuei
npu 3HyKneauuu rnasHoro A6noka y aerei ¢ petTuHo6nacTomoii

E.N. Benoycosa', H.B. Marunsin’2, A.A. Iluananze', JI.A. Kysuenos!, E.A. Kosasiesa!, T.JI. Yinakosa' 3,
T.P. ITancepona’, B.T. IToxakos'—>

'OI'BY « HMHI] onkonoeuu um. H.H. Broxuna» Munzdpasa Poccuu; Poccus, 115478, Mockea, Kawupckoe wiocce, 23;
2OIA0Y BO PHUMY um.H.U. ITupozoea Munzdpasa Poccuu; Poccus, 117997, Mockea, ya. Ocmposumsnosa, 1;
SOIrBEOY JTI0 PMAHIIO Munsdpasa Poccuu; Poccus, 125993, Mockea, ya. Bappuxkaounas, 2/1, cmp. 1

Konrakrhbie gannbie: Examepuna Heopesna Benoycosa e.belousova36@gmail.com

Beeoenue. Pecuonapnvie 6n0kadel y demeil npu oghmansmonoeuveckux onepayusx npUMeHsomcs He moavko 041 aHanbee3uu 6 UHmpa-
U NOCAeONepayUoOHHOM nepuode, HO U 8 ueasx npoguiakmuku oKysokapouaivHoeo pegaexca (OKP), nocaeonepayuonHoii mowHomot
u peomoi (IIOTP). Jlo cux nop é aumepamype Hem yoeoumenbHbiX OGHHBIX 0 NPeUMyulecmeax mexcoy memooamu pempooyavoapHoii (Pbb)
u napadyavoaproii (I166) 610kad, vinosHeHHbIX 00 YAbmpa3eykoevim koumposem (Y3H).

Ileav uccaedosanusn. B nacmosuem uccaedosanuu Mol ouenusanu sggexmusnocms u 6esonacnocms PEE + Y3H ponusarxaunom 0,5 %
ons npounaxmuxu OKP u nocaeonepayuonnoii 6oau, a maxyce IIOTP ¢ cpasnenuu ¢ ITBE + Y3U ponusakaunom 0,5 % npu onepayuu
SHYKACAUUU 2AA3H020 A010KA.

Mamepuaast u memoodst. bviio gbinoaneHo npocheKmueHoe paHooMU3Upo8aHHoe KOHmpoaupyemoe uccaedoganue 3a nepuod 2016—2022 ce.
B uccaedosanue sownu 110 nayuenmosg, komopsie coomeemcmeosanu kpumepusm exaouenus. Ilayuenmol 6viau pazdenenst Ha 2 epynnol:
55 uenosex, komopwim nposodusu Pbb + Y3U, u 55 6oavHoix, komopvim Ovina évinoanena I1BB + Y3U. Oyenusarucy Heodxodumocmo
O0ONOAHUMENbHO0 86€0eHUS ONUOUOHBIX AHANLEMUK08, KAYeCME0 aHecmesuu, OAUmMenbHOCb O10KA U B03MOJICHbIE OCAONCHEHU.

Pesyasmameot. Boisieaeno chudicenue uHmpaonepayuoHubix nompedrocmeii 6 onuoudax 6 epynne Pbb + Y3U, 20e cpednss doza penmanuia
cocmasuna 4,1 * 1,4 mxe/xe, a 6 epynne [I6b + Y3U — 9,7 = 1,8 mxe/xe (p < 0,05). Bpems do esedenus nepgoii 003vl anatbeemuxa
6 nocaeonepayuonHom nepuode cocmasuno 6 epynne I1bb + Y3H 6,7 £ 1,84, 6 epynne Pbb + Y3U — 11,7 = 3,34 (p < 0,05).

Buieoowr. 1166 + Y3U u Pbb + Y3U cuuxcarom uacmomy OKP, [IOTP u ne conpogoycoaromes pazgumuem 0CA0XCHeHUll. Boiseiena
cmamucmuyecku 3HAUUMAas pasHuya 8 amanveemuyeckoil aggexmuenocmu mexncdy Pbb + Y3U u IIBb + Y3U. Boiseaeno umo
PBb + Y3HU obecneuusaem cHudiceHue UHMpAonepayUuoOHHbIX nompedHocmell 6 onuoudax, daem CMAOUALHYIO UHMPAONEPAYUUOHHYIO
2eMOOUHAMUKY U 00see OAUMEeNbHYI0 NOCACONEPAUUOHHYI aHanbee3uro. [loamomy npumenenue PHBB + Y3U npu snykaeayuu enaznoeo
a010Ka y demell ¢ pemuHOOAACMOMOUL A645emMCcs NPEONOUMUMENbHOU MemMOOUKOLL.

KioueBble ciioBa: netu, peTHHOOIacTOMA, SHYKJIEAlsl, YIbTPA3ByKOBasi HABUTALIMsI, POMMBAaKaWH, peTpoOyipbapHas Giokana,
napaOynbdapHast 6J10Kana, OKyJoKapauaabHbIN pediekc

Jna murupoBanms: bemoycosa E.M., Marunsn H.B., Lunumansze A.A., Kysneuos [.A., Kosamesa E.A., Ymakosa T.JI.,
[Mandepona T.P., ITonrsikoB B.I. Pernonaphble 00Kaabl MO yJIBTPa3ByKOBOIM HaBMTAlIMEil MPW SHYKJIeAllMU TJa3HOTO sI0JIoKa
y neteii ¢ petmHoOMacToMoi. Poccuiickuii KypHai IeTCKoii reMaTonoruu u onkonorun. 2022;9(4):37—43.
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Ultrasound navigation during blockade in children with retinoblastoma with enucleation of the eyeball
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V.G. Polyakov'-?
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Introduction. Regional blockades in children in ophthalmology operations are used not only for analgesia in the intra- and postoperative
period, but also for the prevention of oculocardial reflex (OCR), postoperative nausea and vomiting (PONV). But there is still no convincing
data on the advantages of the methods of retrobulbar blockade (RBB) performed under ultrasound guidance and parabulbar blockade (PBB)
performed under ultrasound guidance.

Aim. In the present study, we investigated the efficacy and safety of RBB under ultrasound guidance with ropivacaine 0.5 % for the prevention
of OCR and postoperative pain, as well as PONV when detected with PBB of ropivacaine 0.5 % under ultrasound guidance upon detection of
enucleation of the eyeball.

Materials and methods. A prospective randomized arterial study was performed for the period 2016—2022. The study included 110 patients
with established inclusion criteria. The patients were divided into two groups: 55 patients who performed a RBB + ultrasound and 55 patients
who performed a PBB + ultrasound. Evaluated: the likelihood of the introduction of opioid analgesics, the quality of anesthesia, the duration
of the block and the likelihood of complications.

Results. There was a decrease in intraoperative diseases in the RBB + ultrasound group, where the average dose of fentanyl was increased by
4.1+ 1.4 ug/kg, and in the PBB + ultrasound group it was 9.7 + 1.8 ug/kg (p < 0.05 ). The time to the first frequency of the analgesic in the
postoperative period was 6.7 = 1.8 hours in the PBB + ultrasound group, and 11.7 * 3.3 hours in the RBB + ultrasound group (p < 0.05).

Conclusions. There was a significant difference in analgesic efficacy between RBB + ultrasound and PBB + ultrasound. It was revealed
that RBB + ultrasound reduces intraoperative opioid requirements, stable intraoperative hemodynamics and longer postoperative analgesia.
Therefore, the use of RBB + ultrasound for enucleation of the eyeball in children with retinoblastoma is the preferred technique.

Key words: children, retinoblastoma, enucleation, ultrasound navigation, ropivacaine, retrobulbar block, parabulbar block,
oculocardial reflex
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Polyakov V.G. Ultrasound navigation during blockade in children with retinoblastoma with enucleation of the eyeball. Russian Journal
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Beenenue

Petuno6nactoma (Pb) — 3y0kayecTBeHHast BHYTpU-
rJla3Hasli OIMyXOJb HEWPOIKTOAEPMAIBHOTO TIPOUCXOXK-
nenusa [1]. SBnasgercas Haubosee pacrpoCTPaHEHHBIM
3JI0KQUECTBEHHBIM HOBOOOPA30BaHMWEM TJia3a B JETCKOM
BO3pacTe, BBIKMBAeMOCTh TManueHToB ¢ PB cocras-
nsget meHee 30 % [2]. Ipu no3nuux cranusx Pb u npu
0e3yCIenTHOCT! OPTaHOCOXPAHSIIONIETO JIEYeHUST SHYKJIe-
alust TO-TIPEXKHEMY OCTaeTCsl CTaHAapTOM JeudeHus [3].
DHyKIIealusl y JeTeil BBITIOMHSIETCS MO/ O0I1eil aHeCcTe3n-
et (OA) B KoMOMHAIIMU C pETMOHAPHOM 6JIOKaOi, KOTO-
past He TOJIbKO obecrieurBaeT 3 HeKTUBHYIO aHATTbIe3UI0,
HO M CIMOCOOCTBYeT MpO(UIaAKTUKE OKYJIOKapAUaTbHO-
ro peduekca (OKP), mocneomnepallMoOHHON TOUTHOTHI
u pBotel (ITOTP) [4, 5]. B nerckoii odraaibmMoxupypruu
MpUMEHSIOTCS Kak rmapadyiavdapHas (ITbb), Tak u petpo-
oynbbapHasi (PBB) Gmokaner [6]. B omybianmKoBaHHBIX
WCCIIEIOBAHUSIX MEXY HUMU HE BBISIBJIEHO PACXOXKIECHUS
B mipoduisix apdekTuBHOCTU U Ge3oracHocTH [7]. OnHa-
KO, HECMOTPSI Ha PEIKOCTh BOSHUKHOBEHMUS OCTIOKHEHU
MPU BBITIOJTHEHUW PETUOHAPHBIX OJIOKAl, OHU MOTYT
HOCUTD XU3Heyrpoxatoiuii xapakrep [§]. M.B. Alhassan
et al. mpoBesn cpeayu B3pOCTBIX MAIMEHTOB CPABHUTEIh-
Hoe uccaenoBaHue mexay Pbb u I[1Bb, BeimosiHeHHBIMU
BCJIETTYIO U HE BBISIBUJIM HUKAKUX PATUUUI MEXITy HUMU
1O YpPOBHIO BocmpusTtusg O6onu. He ObUTO0 OOHapyXeHO
HUKAKWMX JT0KA3aTeJIbCTB B HEOOXOAMMOCTH TOBTOPHBIX
WHBEKIIMI MECTHOTO aHecTeTnkKa. KOHBIOHKTUBATLHBIN
XeMo3 yauie Bcrpevaics nociie [Ibb — oTHocUTebHBII
puck (OP) 2,11; 95 % noBepurenbHbiii uHTepBai (W) or
1,46 0o 3,05, a rematombl Bek nociie PBb — OP 0,36, 95 %
AW ot 0,15 mno 0,88 [9]. dnst mpexynpekaeHus pa3BUTHSI
BO3MOXHBIX OCJIOXKHEHUIA, B TOM YUCJIE U JIJIsI OOHapyKe-
HUST ITPOTEHHBIX TIOBPEXKICHUHN, MPUMEHSTIOT YJIBTPa3BYy-
koBoit koHTpoib (Y3W) [10]. N. Naguib et al. cooOummm,
YTO Havyayio 0JI0Ka, BpeMsI U €ro Ka4eCTBO ObLJIM COTIOCTa-
BUMBI, HE OTMEUYEHO HUKAKMX CYIIECTBEHHBIX pazIuuuit
B [1Bb + Y3U u tpanuiimonnom metoze [11]. [Toxoxue
pe3yabrarel noxyunsau u A. Zaghloul et al. mpu uccre-
moBanun PBb + Y3U [12], x0oTs mpsiMast BU3yaaInu3alins

¢ moMonibio Y3 MOXeT moMoub M30eXaTh YSI3BUMBIX
cTpykTyp. OIHAKO 10 HACTOSIIIIETO BPeMEH! He TIPOBOIN-
JIOCh UcclieoBaHmit 110 3(pHeKTUBHOCTU U OE30MMaCHOCTH
PBb + Y3U no cpaBHenwmto ¢ [1Bb + Y3U npu sHyKIIea-
LIMM TJ1a3HOro s1010Ka y neteii ¢ Pb.

Ilens padoTbl. B HacTOsITIIEM MCCIeOBAaHUN MBI O11e-
HuBamu 3(pdexTuBHOCTL U Ge3zoracHocth PBb + Y3U
poruBakarHoM 0,5 % mst Tpo@UIAKTUKY OKYJIOKapIn-
ampHOTO pediekca (OKP) u mocieonepalinoHHOM 0071,
a Taxcke [TOTP B cpaBHenuu ¢ 166 + Y3U ponuBakan-
HoM 0,5 % mipu onepalliy SHYKJIeAllMy TJIa3HOTO SI06J10Ka.

MatepuaJjbl U MeTOIbl

[MTpoBeaeHO TPOCTEKTUBHOE PaHIOMU3MPOBAHHOE
KJIMHUYECKOe OMHOLIEHTPOBOE uccienoBaHue. Kpure-
pUsSIM BKJIIOUEHUS yIOBJIETBOPSIIU NeTh ¢ PB, KoTophim
UJIAHUPOBAJIOCh TMPOBEIEHUE IHYKJIEAUUU TJIA3HOTO
s610Ka ¢ yHKIIMOHATbHBIM cocTosiHueM ASA I-II.
Kputepusmu uckioueHUsT SIBISUIUCH OTITOIICHHBIN
aJUIepTUYeCcKuii aHaMHe3, COIYTCTBYIOIIME HEBPOJIO-
ruyeckue 3a0oJieBaHUsI, paHee CYIIECTBYIOIINE COCY-
JIUCTBIE U TeMOpparniyeckue 3a00ieBaHus, IPOBEIeHNE
AHTUKOATYJISTHTHOW Tepanmuu B TIPEAIIeCTBOBABIINE
24 4, 0O0BEM OITyXOJEBOTO 0Opa30BaHUS, BBIXOMSIINIA
3a Tpelenbl TIa3Horo sibjioka win aehOopMUPYIOIIUA
ero. OleHMBaIUCh WHTPAOTEPALMOHHBIA W pPaHHUN
rmocJjieonepamoHHbIl (24 4 TTocie OnmepaTuBHOTO BMe-
matesibcTBa) nepuoasl cpenu 110 manneHToOB, Mpoore-
pupoBaHHbix B HUU netckoii OHKOJOTUU U TeMaTOoJI0-
run GI'BY «<HMMUII onkonmorum nMm. H.H. bBroxuHa»
MunsapaBa Poccuu 3a nepuon 2016—2022 rr. Pemenue
00 HyKJealuu II1a3Horo s16J0Ka NpUHUMAJIOCh TTOCIIe
0100peHus Ha KIMHUYECKOU KoHpepeHuuu MHCTUTY-
Ta U MOJy4YeHUsI OPULUUATIBHOTO COTJIACUSL POAUTENEH
60 onekyHOoB. [TalueHThl ObUTN CIy4ailHBIM 00pa3oM
pacmpesiesieHbl Ha 2 TPYMIbL: 55 MalMeHTOB, KOTOPHIM
npoBoawiu PBb + Y3U, u 55 601bHBIX, KOTOPBIM ObLIa
BeimotHeHa [1Bb + Y3U.

Bo Bcex rpynmnax nnmykuust OA mpoBoaUIach MHTAISI-
IIMOHHBIM aHECTETUKOM ceBorypaHOM (ObICTpast MHIYK-
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uMst), nanee BHyrpuBeHHO BBomwmiics 0,005 % pacTtBop
¢enranuna B go3e 0,002—0,005 mr/kr. Ilocne BBemeHuUs
pokypoHust 6pomuaa 0,6 MI/Kr BBIIOJHSUIM MHTYOALIMIO
Tpaxeu C IOCIAEAYIOUINM IIPOBEACHUEM MCKYCCTBEHHOM
BeHTwisiuu ynerkux (MBJI) ¢ mpixaTeabHBIM 00BbEMOM
6 mi1/kr ipu 45—55 % FiO,, napumnansroe nasnenue CO,
nonaepxkuBagoch Mexay 35 u 40 mm pt. ct. [Tomaepxanue
aHECTEe3MU BO BCEX CIIydasiXx 00eCIeYMBaIOCh CeBODITY-
panoM 1 MAK (MuHUManbHas ajlbBeOdsIpHAsT KOHIIEH-
Tpauus) ¢ BHyTpuBeHHbIM BBegeHueM 0,005 % pactBopa
¢enranuna B moze 0,002 Mr/Kr mo omepaTMBHOTO BMe-
1IaTeabCTBa. B mpoliecce omepanny MpOBOAUICS MOHU-
TOPUHT B 00BEME «TapBapACKOTO CTaHAapTa». B KoHIle
oIrepaluy, Kak TOJbKO BOCCTaHABIMBAIOCH CIIOHTAHHOE
IbIXaHUe, HAOTpaxeaabHas TpyOKa yhnansijaach, M Mallk-
€HT NIEPEBOAWICS B OTIEICHUE PEAHUMAaLWN.

B rpynne Pbb + Y3U B ycnoBusx OA u MBJI nmocne
00pabOTKM KOXM MECTHBIM aHTHCENTUKOM Ha 3aKpPhITOE
HUXXHEE BEKO MOMEIIAICS JIMHEMHBIM UHTPAOTIEPALIMOH -
HBII JaTYUK C JUTMHOM BOJIHBI 4— 12 MI11 (y1bTpa3ByKoBOIA
ckanep General Electric Logiq E), uzonupoBaHHbiii cTe-
PUIBHBIM MaTE€PUATIOM C MPEAYCTAHOBJICHHOW TTyOMHOM
ckanupoBanus 1o 3,0 cm. CkaHMpoBaHUE MTPOBOIUIIOCH
0 MPOIOJbHOM ocH, TTod 00KOBBIM yriioMm 10—15°, cme-
11asi raa3Hoe s10J10Ko BBepx. Ilocie Bu3yanusaiu nHTpa-
OpOUTANIBHBIX CTPYKTYp BBoaujach uria 23G x 25 MM
B HMXXHEM BHEIIHEM KBaapaHTe OpOMTHI (IMO3UIIMs Ha
7 4) HA ONHOM JUHUM C JATYNKOM M IPOABUTAJIACH MEP-
MeHAUKYISIPHO, TTIOKa KOHEIl UIJIbl He JOCTUTaJl 3KBaTopa
IJ1a3Horo s16ji0ka (puc. 1), 3aTeM Uy HalmpaBJIsIv K 3pU-
TEJIbHOMY HepBY (TUIO3XOTreHHasl TpybOuaTas CTPyKTypa
B 3aIHEM OTHele IJa3Horo siojgoka). Ha paccrossHum
4—6 MM OT HEro I10CjIe OTPULIATEIBHON acUpaLHOHHON
npo6sl BBoauu 0,5 % pactBop ponuBakanHa 0,1 MJI/KL
I1pu paBUIbHOM MOJOXEHUN KaHIOIM TTPOOHBII OOIIOC
BU3YAIM3UPOBAJICS KaK CMEIIIEHUE CTPYKTYP BOKPYT 3pH-
TEJHOTO HepBa 3a CUYET TMIPOAMCCEKIINU TKAaHEH.

B rpynnie I16b + Y3U B ycnoBusx OA u UBJI nmocne
00pabOTKM KOXM MECTHBIM aHTHUCENTUKOM Ha 3aKpPBITOE
HUXXHEE BEKO MOMEIIAICA JIUMHEMHBIA UHTPAOTIEPALIUMOH -
HBII JaTYUK C JUTMHOM BOJIHBI 4— 12 MI11 (y1bTpa3ByKoBOIA

Puc. 1. Conoepamma enrazmoeo sonoka u opbumst npu nposederuu PHb.
Besedenue uenvt 6 naockocmu ayua cnpasa (pomoepapus uz AUMHO20 apxuéa
asmopck02o KoANeKmuea)

Fig. 1. Sonogram of the eyeball and orbit during the RBB. The introduction
of the needle in the plane of the beam (in plain) on the right (photo from the
personal archive of the group of authors)
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ckanep General Electric Logiq E), uzonupoBaHHblIii cTe-
PUJIbHBIM MaTepUalioM C IPeayCTaHOBJIEHHON IyOMHOMI
cKaHMpoBaHUs 10 2,5 cM. Mrna BBoguiiack BIriepuodyinboap-
HOE MPOCTPAHCTBO B HIKHEBMCOUYHYIO 001acTh (puc. 2),
ee TIOJIOKEHHUE OMPEeessioCh YIBTPa3BYKOBBIM IaT4M-
koM. [Ipu mpaBWIBLHOM IIOJOXKEHUM WTIJIa BU3YaIu3Upy-
€TCS C3aI1 M KOCO OT IVIA3HOTO $I0J10Ka BHE MBIILIEYHOTO
KOHyca Ha MUHMMAaJbHOM PAacCTOSIHUU 2 MM OT 3aaHei
CKJIEPAJIbHOW 4YacTu, II0Ce OTPULIATEJIbHOM acrnupa-
LIMOHHOM T1po6bl BBoauIU 0,5 % pacTBOp polMBakKanHa
0,1 mu/kr. TIpu BBeAeHMHU pacTBOpa MOXHO HaOIIOAATh
TUIIOA3XOT€HHbBIMA HAapacTaOIINUKA CUTHAJ, JJIMHA KOTOPOTO
MPOIMOPIIMOHAbHA CKOPOCTH MH(MY3UU, OTTECHSIOLINI
riaa3Hoe s10JI0KO KIlepeau, TeM CaMbIM YBeJIMYMBasi OpOU-
TaJIbHBIN CTPYKTYPHBI 00BbeM [11].

N

Puc. 2. Conoepamma enasmnoeo sbnoka u opoumst npu nposederuu I1bb.
Cmpenkoii ommeueHa 2un03X02eHHAs: MeHb NPU 86e0eHUU PACME0Pd

Fig. 2. Sonogram of the eyeball and orbit during the PBB. The arrow indicates
a hypoechoic shadow when the solution is injected

B Tabn. 1 npencrasieHsl qemorpacduyeckue, 6Guome-
TPUYECKHUE JaHHbIC MAlMEHTOB, a TAKXKE MPOJAOKUTEIb-
HOCTh aHecTe3nu. CpemHUil BO3pacT Cpeau TPYII ObLT
conoctaBuM. He ObUIO 3HAUMTEIbHBIX Pa3IMuMii B Bece
U TTOJIOBOM TTPUHAIJICKHOCTU MEXKIY IBYMS TPYIIIaMHU.

Kputepuu olLieHKM: MHTpa- U MOCIeOIepallOHHAas
MOTPEeOHOCTU B aHaJbreTMKax. VIHTpaolepaloHHOe
BBeleHUEe (heHTaHWIA IPOBOAMIM IIPU BO3HUKHOBEHUU
TeMOJIMHAMUYECKON PeakilMy B BUAE YBEJIUYCHUS YacTO-
Thl cepaeyHbix cokpaiieHuit (YCC) wmmu/um cpemHero
apTepuaabHOrO JaBICHUS (AI[CP.) Ha 20 % OT MCXOMHBIX
3HauYeHMil. PUKCUPOBAIMCH YaCTOTA M CTEINEHb TSDKECTU
uHTpaornepauronHoro OKP, koTopslii onpenensiics Kak
obicTpoe cHikeHne YCC Ha 20 % ot 6a30BbIX 3HAYEHUI
JIM00 HAJIMYME apUTMMM BO BpeMsT MaHUITYJISILIMIA C IJ1a3-
HbIM s610koM. OKP neunnu npekpaiiieHueM Xupypruye-
CKOIl CTUMYJISILIMM B CJIydae OTCYTCTBUSI HOPMaIM3allMU
putMma, a Takke, ecmu OKP nmpoucxomun 6oiee 3 pa3, BHY-
TpuBeHHO BBOoauIM aTpornuH (0,007 mr/kr). YacroTa ToIi-
HOTBI U PBOTHI, BpeMsI BBEICHMSI [IPOTUBOPBOTHBIX IIpeIia-
paToB U3Y4aIUCh B TeUCHHUE MEPBLIX 12 4 IOCIIe ONepaliim.
B ciryyae HE0OXOAUMOCTH KaK IMPOTUBOPBOTHOE CPENICTBO
Ha3Havajcs OHaaHceTpoH B go3e 0,15 mr/kr. B mocieore-
pallMOHHOM ITeproe 00Jb olieHuBaaack ot 0 go 10 6annoB
o BAIII (Bu3yanbHas aHajioroBasl 1kasa) JJisl TalieHTOB
B Bo3pacte ctapiie 3 et u mkane CHIPPS (Children’s and
Infants’ Postoperative Pain Scale) nj1s1 601bHBIX B BO3pacTte
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Ta6mma 1. JJannsie nayuenmog é epynnax naoaiodenus (M + SD)
Table 1. Patient’s data in observation groups (M = SD)
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IToka3aTenn Ipynna I1BB + Y31 Ipynna PBB + Y31
Indicator PBB group + ultrasound RBB group + ultrasound

Bospacr, roast

o 1,95+ 1,7 2+ 1,6

TTon, M/

o 28/27 29/26 0,1

Bec, xr

Weight, kg 11,3+ 3,7 10,8+ 3.4 0,2
HHHTE?JH’HOCTL AHECTCSHIT, MUH 117 £ 28,6 109 £+ 20,8 0,02
Duration of anesthesia, min

ASA I/ASA 11 20 (36 %)/35 (64 %) 15 (27 %)/40 (73 %) 0,3

OD/0S 22 (40 %)/33 (60 %) 29 (35 %)/36 (65 %) 0,6
IIpumeuanue. OD — npasoiii enaz, OS — aegulii enas.
Note. OD is the right eye, OS is the left eye.
mo 3 ner. I[lpu olleHKe MHTEHCHBHOCTA 0oy 1m0 4 Oaj- Pe3ynbraThb

JIOB BHYTPMBEHHO BBOIWJIM METaMU30J1 HATpust (5 MI/KT)
u mapateramon (15 mr/xr). B ciyuae uHTeHCHMBHOI OOMTM
(4—6 GasTOB) OTTOJTHUTENTLHO BHYTPUMBIIIIEYHO HAa3HAYATH
Tpamazon (1—2 mr/kr 4—6 pa3/cyT) B BO3pacTHOM JO3UPOB-
Ke 10 MOCTVKeHUST KIMHUIecKoro addexra. OueHuBamm
4aCcTOTY OCJIOXHEHMIT B TedeHUe 24 1 TI0cIie SHyKIIealuu.

CraTucTyeckue MeTo/bl

O0paboTKy  TOJYYEeHHBIX  JAHHBIX  TTPOBOIWIN
C UCTION30BaHUEM ITAKETOB MPUKIIAAHBIX TTPOTPAMM JIST
craructudeckoro aHanusa: Excel u SPSS 16.0. ITpume-
HsUTach OMucaTreibHasl CTaTUCTUKA. [l MaHHBIX, COOT-
BETCTBYIOIINX 3aKOHY O HOPMaJbHOM DacrpeiesieHUH,
BBIYUMCIISUTM cpeiHee apudmMerndeckoe (M), craHmapTHOe
otkioHeHue (SD) u %. Jlna HemapaMeTpUyecKUX NaH-
HBIX BbIUMCIsUM Menuany (Me) u 25-it u 75-if kBapTH-
s, CpaBHEHME KOJIMYECTBEHHBIX TAHHBIX MEXIY IBYMS
rpyTramMu MTPOBOAWIIN C TOMOIIbI0 Kputepust CThIoIeHTa
JUISI HOPMAJIBHO PaCIIpeieJICHHBIX JaHHBIX U KPUTEpHUs
ManHa—YUTHU TIpU HEMapaMeTPUUEeCKOM pacripeseie-
HUU JaHHbIX. CpaBHEHUE KaTeTOPUAIbHBIX JAHHBIX ObLIO
BBITIOJTHEHO C TIOMOIIIBIO KPUTEPHUST 2.

Bo Bcex caywyasx mpu momomm Y3M-HaBUTrauunum
yIaloch OIPEeAeTUTh HEOOXOAMMBbIE aHATOMUYECKHE
OPUEHTHUPHI U TTOATBEPAUTh TOUHOE BBEICHUE MECTHO-
ro aHecTeTHKa. Busyanusamnust UIIel y BCeX MALMCHTOB
ObLTa TOCTUTHYTA C IEPBOU IOITBITKU. B 00emx rpymmax
He OBUIO BBISIBICHO HMKAKWX MECTHBIX M CHUCTEMHBIX
OCJIOXKHEHMI, CBS3aHHBIX C IIpOBEICHUEM OJIOKAIFHI.
Kak BumHo u3 tabn. 2, PBb obecneunBaeT Oojiee cra-
OMJIBHYI0O WHTPAOIIepAallMOHHYIO TeMOIWHAMUKY, IIpU
3TOM ObLIO BBISIBJIEHO JOCTOBEPHO 00Jiee HU3KOE AI[CD‘
B rpymnne Pbb.

Cpennsst no3a ¢enranuna B rpymnme [1bb + Y3U
cocraBmwia 9,7 £ 1,8 MKT/KT, 4TO 3HAYUTEILHO BEIIIE, YeM
B rpymne Pbb + Y3U — 4,1 £ 1,4 mxr/kr (p < 0,05).

ITocie okOHYaHMS OIEepallMd BCe MALIMEHTHI OBLIN
MepeBeNeHBl Ha CaMOCTOATENbHOE HbIXaHUE depe3
€CTEeCTBeHHBIC IbIXaTeNIbHBIC ITYTH Ha OIePallMOHHOM
crone. [1pu IpoOyXIeHN U3MEpsUIH BpeMsT OT OKOHYA-
HUs OIEepaliii 10 BOCCTAHOBJICHUS CAMOCTOSTEIBHOTO
IBIXaHUsSI, KOTOPOe B cpemaHeM coctaBmio 2,2 + 0,35 MuH
B rpynme PBb + Y3U u 3,9 + 0,4 mun B rpynne [16b +
Y3U (p <0,06).

Tadmua 2. Hzmenenue unmpaonepayuorHbix nokazameneli 6 epynnax uccaedosarus (M = SD) é
Table 2. Change in intraoperative indicators in the study groups (M £+ SD) é
fndicator srou TR B B TR ©

=

R S, g tM 89,246 82,749, 84£54 89,7 + 11 =
Al (189 PBE L i 90,1 7,3 88,5+ 7,4 86,7+ 6.6 100+7,9 g
AL G ragoa M 60,7+ 9,4 58+£7,3 59,573 63,6 % 13,7 §
P (1 1 PBrll?li-Bu;rifol;lnd 59,8 £9,3 65 & 7,4* 66+ 8,2 59,3 + 8,4* %
4EC () g sM 117,813 108 + 15 104,44 11 113 + 14,3 ‘g
Heart rate (bpm) PB‘}}EBMZZEOILIH y 1294+ 17,7 120 + 13,2* 117,5 + 14* 110 + 12,4 E

I ——_——
IIpumeuanue. / — ucxoono; 2 — paspes koxcu, 3 — anykaeauus; 4 — npodyxcdenue; * — p < 0,05.

Note. / — initially; 2 — skin incision; 3 — enucleation; 4 — awakening; * — p < 0.05.
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Bpewms nocJie onepanyuu
Time after surgery

IToka3arennb Ipynna
Indicator Group 1y 6u 12y
1 hour 6 hours 12 hours
PEB + V31U
AIL (up pr. 1) RBB + ultrasound 70 (64;76,5) 68 (62,7; 74) 73 (66;75,5)
'cp. ° °
AP Hj
e (11 0 PBE Y i 69.8(66;73,7)  68,7(65372)  T2,4(67;74,5)
Pbb + Y31 . . .
Orenka 6o o BAIII u CHIPPS RBB + ultrasound 21(L1526) 675,885 +83,3;5,2)
Pai, ] VA 'HIPP.
ain assessment using the VAS and C. S I16b + Y31 1,9 (1,3; 2,5) 2,8 (1,6; 3,1)* 2,1 (1;2,5)*

PBB + ultrasound

ITpumeuanue. * — p < 0,05.
Note. * — p < 0.05.

B tabu1. 3 npeacTaBiieHbl JaHHbIE OLIEHKU OOJIU B TEeUe-
HUe TepBbix 12 4 mocje omnepaluu, rmokasarejn Mexay
rpyMIiaMu B OCJIEONePAllMOHHOM MEPUO/IE CYILIECTBEHHO
HE OTVIMYAJIUCH.

B namem uccrnenoBanuu Haubosiee 3HAUUMMBbIE OTJIM-
yus HaOJI0JATUCh B INIUTEJIbHOCTU aHAJbIe3UU B MOCEe-
onepaumoHHoMm mnepuone no BAIIl u CHIPPS uepe3
6 4 Toclie OKOHYaHHWsI OMEepaTMBHOIO BMeEIIATETbCTBA.
Bpewmst 10 BBeieHUsT MepBOii 1O3bI aHATbIETUKA B TTOCIIE-
onepanmoHHoMm nepuoae B rpynne [1bb + Y3U cocra-
Bwio 6,7 £ 1,8 u, B rpynine PBb + Y31 — 11,7 £ 3,3 4
(p < 0,05). [TOTP B TeueHue 24 4 B rpymnmax uccjieqoBa-
HUST He HaOmonanack. [TouTs neTeit B rpymnmnax HaYMHAIU
cpasy nocJie MoJHOro MPoOYXKAECHUS.

Oo0cyxneHue

DHykJealuust y neTeif B OCHOBHOM MPOBOAMUTCS MOJ
OA, HO 0e3 MPUMEHEHUS PErMoHApHbIX OJ0Kaa OHa
MOET MPUBOAUTH K 3HAYUTEJbHOU UHTPA- U MOCeore-
pauuoHHoit 6osu [13, 14]. Halle KnuHUYECKOE UcCieno-
BaHUe Mnokasayuo a(pdekTruBHOE 00e3001MBaH1Ee B MHTpa-
U TOCJIEONEepPallMOHHOM TMepuoax MpU MPOBEACHUU
peTpobyIb0apHO MHBEKIIMYA MECTHBIM aHECTETUKOM MO/
V3W-HaBurauueit, 4To He MOATBEPXKAAET JaHHbIE, TTOJTY-
yeHHble H. Leigh et al., BBINOJHUBIIMMU KaJaBepHOE
Hccle0BaHue, B KOTOpOM Ipu ucrnosib3oBanuu [IBb +
VY3U ycnex coctaBui 10 u3 10 (p < 0,001). A mpu npose-
nenuun 8 unbekuuii PBb nmpu nocnienywoniemM KOHTpacTu-
POBaHUU BBISIBUIM BHEKOHYCHOE PACIpPOCTPaHEHUE, 2 —
KKeBaTeabHOM MblLe (p=0,47) [ 15]. Ackutauusi, Kotopas
BO3HUMKAET MpU NPOOYKACHUU Y AE€Tel Mocye aHyKJIealuu
[JIA3HOTO SI0JI0Ka, yBEJIMYMBAET BEPOSTHOCTH OOpa3oBa-
HUSI TeMAaTOMBbI, YCUJICHUST 00U, 3aePKKU 3aXKUBICHUS
U BBI3IOPOBJEHUS, YTO YBETUUUBAET MPOAOKUTETbHOCTh
MpeObIBaHUS B CTALlMOHAPE U PACXONbl HA MEIULIMHCKOE
obcmyxupaHue [16]. B Hamem uccienoBaHUW MPU MPO-
BEJICHUM COYETAHHOI aHEeCTe3UU B OOEUX IpyInax nepuom

MNpoOYXAeHUS MPOTEKA MAAKO, HE3HAUYUTEIbHAS aXXUTa-
1¥sl, He MOTpeboBaBIIas MEIMKAMEHTO3HON KOPPEKIIUH,
Habmonanach ik y 3 (5,4 %) nauuentos B rpymnmne [15b
+ Y3WU. I1o cpaBHenuto ¢ Pbb + Y3U 166 + Y3U Hocur
0oJiee KpaTKOBPEMEHHBI XapakTep.

OKP — 3T0 TpureMruHO-BaryCHblil pediekc, KOTOpbIi
BO3HUKAET MPU SHYKJICALINH TIa3HOTO SI0J10Ka B OTBET Ha
€r0 TPaKIMU, PACTSIKEHUST SKCTPAOKYJISIPHBIX MBIIIIILL, YTO
TPUBOIUT K Pa3TMIHBIM MOOOYHBIM 3DheKTaMm, BKITIoYast
Opanukapauio, Taxukapauioo, aputmuto [17]. Yacrtota
OKP 6e3 pernoHapHbIX 0I0KOB BapbupyeT ot 16 10 82 %
[18], B pesynsrate npuMeHeHusi Pbb + Y3U OKP B Haiiem
HCCJIeOBaHUU BOOOILIE HE OTMEYaJIcs, a MocJie MpoBe/e-
nus [1Bb + Y3U nabmonancs nuiub y 14 (25,4 %) nauu-
€HTOB TIPM TPAKIIMU TJIA3HOTO SI0JIOKA WM MBIIILL, TIPU
9TOM CHUXXEHUE PUTMA OT 0A30BBIX 3HAYEHUI COCTaBUJIO
B cpeaHem 22,7 + 6,5 yn/muH (p < 0,05). Y 6onblMHCTBA
W3 HUX TIPU TIPEKPAIIEHUN XUPYPTUUECKON CTUMYJISIIUN
PUTM CaMOTIPOU3BOJIbLHO BOCCTAHABINBAJICS.

Hns cauxkenus yactotel [IOTP pexomenaoBaHo pu-
MEHEeHMeE JIOKaJIbHbIX aHecTeTuyeckux 610kan [19]. Haie
HCClIeJOBaHUE MOKAa3aao, YTO C 3TOW LeJblo odTaib-
mobaokaael noa Y3U-koHTpoiem 061aaaoT paBHOM cTe-
neHbio 93 GHEKTUBHOCTH.

BoiBoabl

TIT1b u PBb, BbhinoiaHeHHbIe Toa Y3U-KOHTposieM,
cHuxatot yactory OKP, TTOTP u He comnpoBoxXaamTcs
pa3BUTUEM OcOXHeHUlA. OOHapyxXkeHa CTaTUCTUYECKU
3HAYMMasl pa3HUIla B aHAJbreTn4eckKoi 3(heKTUBHOCTH
mexnay Pbb + Y3U u I1bb + Y3U. BuisisneHno uro PBb +
VY3 obecneuynBaeT CHUXEHWE WHTPAOIEPALMOHHBIX
MOTpeOHOCTEN B ONMUOUIAX, CTAOUIbHYIO UHTPaoIepalu-
OHHYI0O TEMOAWHAMUKY U 00Jiee IIUTEIbHYIO MOCeore-
paluoHHyto aHanbre3uto. [losatomy npumenenue Pbb +
V3UM npu sHykJealuu rjia3zHoro siosoka y aeteit ¢ Pb
SIBJISIETCS TIPEIITOYTUTETbHON METOIMKO.
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Tumor lesion of the orbit is found in the clinic of various oncohematological diseases in children. Untimely referral of such patients to an
oncologist delays the timing of the necessary treatment, thereby worsening the prognosis of the disease.

The literature review presents the features of clinical manifestations of orbital pathology in children at the onset of acute myeloid leukemia,
myeloid sarcoma, lymphoma, Langerhans cell and non-Langerhans cell histiocytosis. The article presents our own observations and identifies
factors that negatively affect the timely diagnosis of oncohematological diseases in this category of patients.
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Bsenenne

OnHuM 13 HanboJiee CI0XHBIX pa3iesioB B 0(pTaJIbMO-
JIOTUM SIBJISIETCSI MATOJIOTHUST OpOUTHI. 3a00IeBaHUS OpOU-
Thl pa3HOOOpa3HbI, a MX KIMHUYECKas CUMIITOMAaTHKa
3a4acTyio ObIBAET CXOXKa.

Cpeaun Bcex HOBOOOpA3oBaHWII opraHa 3peHHUsS OITy-
XOJIM OpPOUTHI coCcTaBIIsIOT 23—25 %. Yale BcTpeyaloTcst
nmobpokayecTBeHHBIEe omnyxonun (80,3 %), 310KayecTBEH-

HbIE OITyXOJIM COCTABIISAIOT 19,7 %. BhlnesiioT mepBUYHbBIC
HOBOOOpa30BaHMsI, KOTOpble cocTaBistioT 94,5 % Bcex
HOBOOOpAa30BaHUii OPOUTHI, BTOPUYHbIE Y METaCTaTUYE-
CKHe — Ha HUX ripuxoautes 5,5 % [1].

Heob6xoaumMo MOMHUTB, 4YTO Yy OeTel IopakeHue
OpOUTHI MOXET OBITh IIEPBBIM MPOSBICHUEM CUCTEMHOIO
3JI0KQ4eCTBEHHOTO 3a00JIEBaHMSI.

OpuruHanbHble uccneposanus // Original studies
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O030p JuTEPATYPBI

Takue oHKOremaToJOrMyeckue 3a0ojieBaHUs, KakK
JIEUKO3bl, JIMM(MOMBI, TUCTUOLUTAPHBIE OIYXOJIU U MUE-
snougHble capkoMbl (MC) MOTYT MpPOSIBASITHCSI OITyXOJIe-
BBIM ITOpakeHHEeM OpOMTHL. B 11e10M Ha HMX NPUXOAUTCS
0k0J10 10 % opOMTaIbHBIX OITYXOJIC IETCKOrO BO3pacrTa,
npuyeM HauboJjiee pacrpocTpaHeHHBIMU sIBJstioTcst MC
opoursl [2, 3].

Jleitko3bl TIpeNCTaBIsIOT cO00i KIIOHAJIBHBIE OITYXO-
JIeBble 3a00JIeBaHMSI KPOBETBOPHOM TKAaHM, BO3HMKAIO-
1Iye B pe3yJibTaTe aKTUBHOM ITpojvdepalii He3pesbix
IeMOIIO3TUYECKUX KIIETOK-IIPEAIIECTBEHHUKOB, KOTOPbIE
BBITECHSIIOT HOPMaJIbHOE KPOBETBOPEHUE U IUCCEMUHUPY-
IOT 110 OpraHaM M TKaHsIM opraHu3ma. Y Jeteil HambOosee
YacThIMM BapyUaHTaMU SIBJISIIOTCS OCTpPbIA JIMMG0oOIacT-
Hblii Jieiiko3 (OJIJI) — 80 %, ocTphlii MUETOUAHBIIM JICHKO3
(OMJI) — 15—17 % un xpoHunueckuii Muesoeiikos (XMJI),
KOTOpBIi cocTaBisieT 3—5 % Bcex JIeiiK030B.

DKcTpaMeny/UIsIpHOe  MOpaXkeHWe TKaHel OopOMTHI
¢ OosblIEl YacToTOM BhIABIAeTCs ipyu OMIJI — 66,6 %, 110
cpaBHeHuto ¢ OJIJI — 11,5 % [4]. OpOuTtanbHble CUMIITOMbI
MOTYT TIPOSIBIISITCS B JII0OOOM Tiepro 3a001eBaHusl, B TOM
qucie TPEeacTaBIsaATh MaHU(ECTAIIMIO JIeiiKo3a UIn ObITh
IEPBBIM IIPOSIBIICHUEM PELMAMBA IIOCJIE YCIEIIHO MPOBE-
JIEHHOTO MPOTHUBOOITYXOJIEBOTO JieueHUsI [5].

PerpocniexruBHblit 30-1eTHMIT aHau3 1264 mameHToB
C OITyXOJIIMU OPOUTHI IIO3BOJIMII BBISIBUTh TOJIBKO 2 CIIydast
nopaxkeHust opoutsl pu OJIJI. KpynHbIX uccienoBaHmii
10 9KCTPaMEIy/UIIPHOMY IOPaXXEHUIO OpOUTHI Yy HeTeit
¢ OJIJI He mpoBOIWUIOCH, B JIUTEpPAType BCTPEUAIOTCS
JIMIIb ONMMCAHUS OTACIbHBIX KIMHUUECKUX cydaeB [6—9].
OCHOBHBIMU CUMIITOMaMU, BBISIBICHHBIMU Y JIETEiA, ObLIN
OBICTPO HapacTalolue MepUuoOpPOUTANIBHBIN OTEK, 3K30(]-
TaJIbM, Cy:KeHUE IJ1a3HOii 11eu. CUCTEMHBIE IPOSIBICHUS
MOTYT IOJIHOCTBIO OTCYTCTBOBaTh. OIKMCaH TakkKe Caydaid
5PO3UPOBAaHMS OIYXOJIbIO KOCTEil 4yepera U pacipocTpa-
HEHMsSI U3 OpPOUTBHI B PEIIETYATYIO M BEPXHEUYEIIOCTHYIO
nasyxu [10].

ITpu OMJI opbuTanbHass MHWILTPALIMS MPEACTaBIIe-
Ha 35K30(TaIbMOM, OTEKOM BEK, XeMO30M KOHBIOHKTH-
Bbl U OoyieBbIM cuHIpoMoM [11]. OcHOBY oITyxoJieBoro
cyOcTpara IpU OpOUTAIbHOM TOPAXEHUM COCTABJISIIOT
ATUIIMYHBbIE MUEI00JACThl. BHEKOCTHOMO3IOBBIE ITPOSIB-
nenuss OMJI (B ToM uncie U B opOUTE) HOCAT Ha3BaHUE
MC. Jlokanuzauust MC yaiie Bcero orMedeHa B JTuma-
TUYECKUX y3J1axX, Koxe 1 opoute. BerpevaeTcst mpuMepHoO
B 3 % ciayuaeB OMJI [12]. IIpeumyiiiecTBeHHO HabIr01a-
€TCS B JETCKOM BO3pacTe, CaMblii paHHMIA CJIy4ail ONKCaH
y 3-MecstuHOTO pedbeHka [2, 13]. MC opOuUThI MO JaHHBIM
JIyYEBBIX METOIOB HMCC/IEAOBAHMS OTHOCHUTEIBHO TOMO-
reHHasl, IPWIEXNUT K CTEHKaM IJIA3HULIbI, KaK IPaBUIIoO,
JIECTPYKIIMM KOCTHOM TKaHM, MPOpAcTaHUs B CIIE3HYIO
XKeJyedy M MbIbl He npoucxoaut. Yame MC B opbure
JIOKAJIM3YeTCs JIaTepalbHO U/WIN BepXHEIaTepaibHO, YTO
HEKOTOPbIC aBTOPHI OOBSCHSIIOT ITOBBIIIEHHOW ILJIOTHO-
CTbI0 KOCTHOTO MO3ra B 0OJIBIIOM KpPbUIE KPbLIOBUIHOM
U CKyJIoBOI Kocteit [14]. OdranbMonornyeckue CUMIITO-
Mbl ipy MC MoOryT BO3HMKATh Ha pa3HbIX sTarmax OMJI,
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OIHAKO HKMEIOT OOJIBIIYI0 CKJIOHHOCTb K ITOSIBJICHUIO
B neb1ote 3aboneBaHus [15]. B OonblIMHCTBE McclienoBa-
HUII HauboJiee YaCTO BCTPEYaeMbIM IPOSIBJIEHUEM OITyXO-
JIEBOT'O TTOPaKeHUsT TKaHEe OpOUTHI ObLIT AK30(TaIbM [ 16,
17]. K npyrum omucaHHBIM KJIMHUYECKUM TPOSIBICHUSIM
MC opOUTHI OTHOCAT IUILIONHNIO, TITO3, YBEIUYEHUE CIIe3-
HOI XeJIe3bl, OTEK BeK, SKXMMO3bI.

JInmponpomudeparuBHbie  3a0ojeBaHusS Y JeTelt
BCTPEYAlOTCsl PeaKo, Ha HUX mpuxomaurcs ot 2 mo 10 %
OITYXOJIEBBIX MOpaxkeHuit opouTsl [18, 19], 5—15 % skcTpa-
HOMaJIbHBIX JIMMGbOM U IIpuMepHO 50 % BceX MepBUYHBIX
3JI0KaYeCTBEHHBIX OITyX0Jieii opOuThI [18].

B-xnerounsle HexomkkuHckue Jumdbomsl (HXIT)
COCTaBJISIIOT IOAABJISIONICEe OOJIbIIMHCTBO OPOUTATIBHBIX
Jqum@oM wim auMd@poM TIPUIATOUYHOTO arrapaTa IJiasa.
OpburanbHast TumMdoma — 3TO 3a00jieBaHUE TTPEUMY-
LIECTBEHHO IOXWIBIX JIIOIeid. Y B3pOC/bIX MALIMEHTOB
MALT-nmumdoma opoutsl cocrasisieT oT 35 1o 80 % Bcex
JMM@OM TaHHOI JIOKaIU3alllu, 3aTeM CIEAYIOT (DOJIITUKY-
JsipHas uMmdboma (rpubausutenbHo 20 %), nubddysHas
B-kpynHokierouHas aumdoma (mpubnmusuteabHo 8 %)
U Apyrue peiKue BapuaHTbl. B BUIE eMMHUYHBIX KIMHU-
YeCKMX HaOJIOAEHMII B JIMTepaType OIMCAHbI ClIydau
mumcbombl bepkutra (JIB), NK/T-kinerouHoit 1umdoMbl
Ha3aJbHOIO TUIIA U JUMGbOMBI XOMKKUHA C TTOpaKeHUEM
opouTsl [20—24]. ITpu ocMoTpe 0OpallaroT Ha ce0st BHUMA-
HUe 3K30(TaIbM, OrpaHUYCHUE MOABVXKHOCTH IJIa3, OTEK
BEK M MATKMX TKaHEH, TO3, JUIUIONHNS, CMEILEHNE I71a3a,
xeM03. Bo3aMozkeH 0oseBoii cuHapom [25]. [Tpu manbnaunm
OIyX0JIeBOe 00pa3oBaHME IUIOTHOE WM 3JIACTHYECKOE,
pacmojioKeHo, Kak IpaBWIo, B BepXHelaTepalbHOM KBa-
JIpaHTe TJIa3HMIIBI C PacIpOCTpaHEHUWEM BO BHYTPEHHUE
opOuUTaJIbHbIE CTPYKTYPHI.

[ucTroLMTapHbBIE OIYXOJU — €Ille OJHA reTepOreHHast
IPYIIA IaTOJIOTMU CUCTEMbI KPOBU, IIPY KOTOPOI MOXKET
BBISIBJISITBCSL TTOPAXKEHME KOCTHBIX CTPYKTYp M MSITKHX
TKaHel ¢ Jokanu3aiueit B opoute. Cpeau TMCTHOLATApP-
HBIX OIyXOJiell HanboJjiee YacTo y IeTell TMarHOCTUPYEeTCs
ructronmTo3 u3 kKierok Jlanrepranca (I'KJI). DTo 3a607e-
BaHME MUEJIOUIHON IPUPO/bI, B OCHOBE KOTOPOTO JIEXKUT
OMYXOJIEBbIA KJIOH C BOCHAJIUTEILHBIM IOTEHIIAATIOM.
IIpumepno B 60 % ciydaeB B KJIeTKax OIYXOJIU OIPEIesisi-
etcst myTatus BRAF V60OE. 3a6oneBaemocts I'KJI y nereit
COCTaBJISICT OT 2 10 9 ciTydaeB Ha | MITH JETCKOT'O HAaCeIeHUST
B ToJ ¢ IpeobiagaHueM JILL My>KCKOro moJa [26, 27]. [Tuk
3a00JIeBaeMOCTHY IIPUXOAUTCST HAa BO3pacT OoT 1 roga no 4 jnet
[27, 28]. Honsa nmopaxenuit opoutsl mpu I'KJI mo coobie-
HUIO pa3HbIX aBTOpoB cocTapisgeT oT 1 10 20 %. Bosneue-
HHE B [TaTOJIOTMYECKUI IIPOLIeCC OPOUTHI BKITFOUAET U301 -
POBaHHOE MOpaXXeHME KOCTE M PACIIONIOXKEHHbBIX PSIIOM
MSITKUX TKaHEl, OJHAKO BO3MOXHA U MYJIBTH(hOKAIbHAS
pacripocTpaHeHHOCTh [29]. XapakTepHasl JOKaau3allvs
OIIYXOJIEBOI'O O4yara — BEPXHsIsI WIM BepxXHelaTepaibHasi
CTEHKa IJTa3HUIBI. DK30(TaJIbM BBISIBIISIETCS TIPU TTOpake-
HUSIX 3aHEeI CTeHKU opOuTHI. [Tpu ToKanu3amm ormyxouau
B IV1a30[IBUTaTeIbHbIX MBIIIILIAX PAa3BUBAIOTCS HAPYILICHUS
MOABVKHOCTH I1a3a u aurionus [30]. B utore He ciemy-
eT 3a0b1Bath, 4yTo ['KJI MOXET mposIBISTLCS MOpaskeHUeM
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BEK, KOHBIOHKTHBBI, CJIE3HOTO MsICIA, SMUOYIb0apHBIM
y3€JIKOM, BOBJICUEHHEM COCYIMCTOM OOOJOUYKU, X1Aa3MBI,
a TakxKe BEepXYyIIKU OpOUTHI M KaBepHO3HOTO cuHyca [31].
IMopaxeHwuit permoHapHbIX TMM@aTyeckux y310B mpu ['KJT
C JIOKaJIM3alueil B opouTe, Kak MpaBuiIo, He IIPOVCXOIMT.

Eme omuum 3aboneBaHWEeM M3 TPYOIbl THCTUOLM-
TapHBIX OIyXoJjeil, mpu KotopoMm y 10 % mnaimeHTOB
OIMCAaHBl TIOPAXKEHUSI OPOUTHI, SIBISIETCS IOBEHUIbHAS
KkcanTorpanyJyiema [32]. ITopaxkeHue opOUTHI pa3BUBAETCS
MMPEUMYIIIECTBEHHO Y IeTeii MepBOro roaa >KU3HU U Ipo-
rpeccupyeT o4eHb MeUIeHHO. 3aboieBaHuE MOXET OBbITh
OHO- M JBYCTOPOHHUM, COIIPOBOXIATHCS COITyTCTBYIO-
IIUMHU  aJUIEPTUYECKUMU  3a00JIEBAHUSIMU  JIbIXaTeTbHbIX
nyteit [33]. KnmHudecku ormyxoJjib MposBsieTCs TIPOIITO-
30M WJIM OTEKOM BeKa, HAIMYMEM KEJITOBAThIX OJISIIEK Ha
MepUOPOUTAIIBHOI KOXe, MaJlbIIMpyeMbIM 00pa30BaHUEM
B BepxHe-TepenHeM oTaesie opOUThl. B pemkux ciaydasx
MOXKET HaOJIogaThcsl HEOOJbINask 3pO3Us MpUJIeraolei
koctHu [34]. OnucaHbl ciydan pacipoCTpaHEHHOTO ITopa-
JKeHUS TJIa3HMIIBI, PelIeTyaThiX MMa3yxX U MepeaHeil yepemn-
HOM SIMKM C TIPOrpecCHUpYIOIMM 3K30(hTaIbMOM, Hapy-
IIEHUEeM TIOIBIDKHOCTU M CMEIIEHUEM IJIa3HOTO SI0JIoKa
[35]. B omyxoseBbIit Ipoliecc MOXET TaKKe BOBJIEKAThCS
3pUTEIbHBINA HEPB C Pa3BUTHEM KIMHUYECKON KapTUHBI
HeBpuTa [36—38].

e uccnenoBanuss — U3yYUTh OCOOEHHOCTU eOr0Ta
KJIMHUYECKUX TIPOSIBJICHUI U BBISIBUTH (PAaKTOPBI HECBOE-
BPEMEHHOI AMArHOCTUKN OHKOI'€MAaTOJOTMYEeCKUX 3a00-
JIeBaHUI Y JieTeli C MopakeHNeM OpOUTHI.

Marepuasibl 1 METOIbI

HccnenoBaHre 0CHOBaHO Ha peTPOCIIEKTUBHOM aHAIM-
3¢ JaHHBIX 11 MalMEeHTOB, HAXOMUBIIMXCS IO HaOIIOIe-
nuem B HUU nerckoit onkosoruu u rematosnoru @by
«HarmmoHanpHBIE ~ MEAMIIMHCKUI  MCCIeI0BATEeIbCKUIN
eHTp onkojorun uM. H.H. brroxuna» Munsnpasa Poccun
(entp) ¢ ssuBapst 2010 1. mo stHBaph 2021 T. ¢ OHKOreMaro-
JIOTMYECKMMM 3a00JIeBAaHUSIMU, KOTOPBIE COITPOBOXKIATINCH
nopaxeHruem OpOUTHI.

[IpoBeneH aHaNMM3 MEPBBIX KIMHUICCKUX MTPOSIBIICHUI
3a00J1eBaHUS U OTIPEIe/ICHbl BpeMEHHbBIC MHTEPBAJIbI:

1) OT mosBIEHUST MEPBBIX CUMIITOMOB 10 OOpaIllCHUS
K Bpauy MepBUYHOTO 3BeHA (POIUTELCKUI MHTEPBA);

2) OT obpallleHus K Bpady IIepBUYHOTO 3BeHa 10 oOpa-
ILIEHUS B CITeMaTU3UPOBAHHbIN LIEHTP (TTepBUYHBIN Bpa-
YeOHBIN UHTEPBA);

3) or obOpallleHusI B CHEeIMaIN3UPOBAHHBIN IIEHTP 10
YCTAaHOBJICHUSI OKOHYATEJIbHOIO JHarHo3a (OHKOJIOTHU-
YeCKUi1 MHTEpBa);

4) oT MOSIBJICHUSI TIEPBLIX CHUMIITOMOB JI0 YCTAHOBJICHUS
OKOHYATEIbHOTO IMarHo3a (IMarHoCTUYECKUIT MHTEPBa).

Bcem naumenTam npu obpaiieHuu B LieHTp Oblia ripo-
BeJcHa IMarHOCTUKA, HallpaBJIeHHAsI Ha U3yYeHME IaToJI0-
TMU ¢ JIOKaIMU3alyeil B opouTte (KOHCYIbTalust opTaabMO-
Jiora, yasTrpa3BykoBoe uccienoanue (Y3U) opour u rias,
MarHuTHo-pe3oHaHcHass (MPT) u/unm KommbloTepHas
(KT) Tomorpaduss opOUT ¢ BHYTPUBCHHBIM KOHTPACTH-
poBaHeuM (BK), Ouoricust omyxonu ¢ TMCTOJIOIMYECKUM,
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MMMYHOTMCTOXMMUYECKMM M MOJICKY/ISIPHO-TEHETHYE-
CKMM UCCJICIOBAHUEM, a TAKKE KOCTHO-MO3TOBast ITyHKLIUS
C LIMTOJIOTMYECKUM Y UMMYHO(EHOTUITMYECKUM MCCIISI0BA-
HUeM (IUTs MICKJTIOYEHMSI TIOpaskeHUsT KOCTHOTo Mosra); Y31
JUMGbATUYECKUX Y3JIOB ILIEW, OPraHOB OPIOLIHOM TOJIOCTH,
KT opranoB rpymHoii kinetku; MPT ronoBHoro mosra ¢ BK;
panuouoronHas auarHoctka (PUMJ/I) KocTHO# cucTeMbl
M MATKUX TKaHeit; B psane caydyaeB — MPT Bcero tena unm
MO3UTPOHHO-3MUCccMOHHas Tomorpadus (ITDT).

PesynsraTsl

CpenHuii Bo3pacT MalydeHTOB B KIMHUYECKOM Je010Te
3a00J1eBaHMsI COCTaBUII 67 MecsI1IeB B IMana3oHe oT 5 Mecs-
1eB 110 16 yieT. COOTHOLIEHUE AEBOYEK M MAJIBYMKOB 1:4.

Cpeny Taa3HBIX CHUMIITOMOB, BIIEPBBIE 3aMEUCHHBIX
POICTBEHHMKAMM IALIMEHTOB, B ITOJIOBUHE cJydaes (y 6 u3
11 06cnemyeMbIX) OTMeYaach ITPEXOAsIas OTEYHOCThIMIIA
U BEK, YTO He BBI3bIBAJIO HACTOPOXKECHHOCTU Y POIUTENICH
¥ Bpayell TepBUYHOIO 3BeHa. BTopbIMU cMOITOMaMu 110
yacToTe ObUIM 3K30(PTanbM (2 13 11) u 60JeBOil CUMHAPOM
(2u3 11). I1pu obpalieHUM B CrielMaaM3MPOBAHHBIIN LIEHTP
(Tabj. 1) ma3Has maToJI0rus Obljla BRISIBICHA Y BCeX Mally-
€HTOB, TIPU 3TOM BEIYLINM CUMIITOMOM B 8 u3 11 ciyyaeB
ObLI 9K30(TaJIbM, a BTOPBIM IT0 BCTPEUAEMOCTH — OTEK BeK
y 6 13 11 maumeHToB, B TOM YKCJIE y 2 C pacIipoCTpaHEHUEM
Ha MsITKUe TKaHU JIUIa. Takue CUMITOMBI, KaK TUTIePeMUsT
BEK, IIT03, 00JIeBOI CUHIPOM, HOBOOOpa30BaHUE, OIIpe/ie-
JIseMOe BU3yaJbHO U MPU MaJbIIallii, BBISIBJICHBI B €IM-
HUYHBIX CTydasix.

Hawnbonee yacrto mopaxkeHue OpOUTHI HaOJIOJAT0Ch
npu B-ximerounsix HXJI (6 maumeHTOB M3 Tadm. 1 —
No 3—8), B CTpyKType KOTOPBIX B CBOIO OYepelb IMpeod-
namana JIb (3 manueHnta u3 tabm. 1 — Ne 3—5), a Takke
B EOWHWYHBIX ciaydasgx T-nmum@obaacTHOil auMOOMBI
(marmmeHT No 9 u3 Ta6s. 1), MC (mauueHt Ne 1 u3 Taom. 1),
OMIJI (mamument Ne 2 mu3 ta6mn. 1), TKJT (mamment Ne 10
U3 Tabs. 1) ¥ IOBEeHWIbHOI KCAHTOTIpPaHyJeMbl (ITallUCHT
No 11 u3 ta6n. 1). He otmMeueHo npeobiagaHus JJoKaam3a-
LMK MaTojiornyeckoro ovara B opoure. [1pu coueraHHOM
nopaxkeHUU OpOUThI 1 OKOJIOHOCOBBIX Ma3yx, YTO HAOII0-
nanoch y 3 manueHtoB ¢ JIb, oTmeuanoch mopaxkeHue
HUXKHUX U HUXKHE-MeIUaIbHbIX OTACIOB, IIPU 3TOM Y 2 13
3 OOJBHBIX BBISBJIEHO PACIpOCTpaHEHWE OIYyXOJIW M Ha
HUXKHe-JIaTepaabHbIe OTIeIbI OpOUTHI (puc. 1).

Crenyer OTMETUTb, YTO CpPEAM IIPEACTABICHHBIX Ha
puc. 1 3aboneBaHuii, U30JUPOBAHHOE MOPAKEHE OPOUTHI
Bcrpetrioch B 1 u3 11 cayyaeB (mammeHT Ne 11 u3 tadm. 1).
B xome nuarHocTUKM y mpeoOJamaroniero OOJbIIMHCTBA
00abHBIX (1 = 10) OIMyXOJEBbIA IPOIECC HE OTpaHUYM-
BaJica opOuToil. KoMIuiekcHas JMarHOCTHMKa BbISIBUJIA
pa3IUYHbIE COYETAHUS OITYXOJIEBOTO PACIIPOCTPaHEHUS Ha
CMEXKHBIE 00JIACTH: OKOJIOHOCOBbIE Ma3yX1, KPbIJIOHEOHYIO
SIMKY, KOCTH 00pa3ylollie opouTy, Ipyrrue KOCTH 4yepera,
MSTKHME TKAHM JIMLA W/WIA BOBJICYCHUE IPYTUX OPraHOB
U CUCTeM: TUMGbaTUISCKUX Y3JI0B, KO, KOCTEl CKeJleTa,
KOCTHOTO MO3Ta, LIEHTPAILHON HEPBHOW CHUCTEMBI, HOCO-
IJIOTKM, HEOHO MUHOAIUHBI, TUMYCA, JIETKUX, TTOIKEITy-
JIOYHOM XKEJE3bI, ITOYEK.
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Tabmma 1. Kaunuueckue nposenenus npu OHK02emamono2uveckux 3a001e6aHusIX ¢ nopajceruem opoumot npu oopauenuu é Llenmp

Table 1. Clinical manifestations in oncohematological diseases with the defeat of the orbit when contacting the Center

IManuent, Ne
Patient, No

OCHOBHbIE CUMIITOMbI
General symptoms

DK30(TaNbM, TUTIEPEMUSI K OTEK BEK
Exophtalm, hyperemia and blepharoedema

OK30dTaNbM, N1TO3, 60K B OpOUTE
Exophtalm, ptosis, orbital pain

Dk30(dTaTBEM, OTCYTCTBIE HOCOBOTO IBIXAHUS
Exophtalm, absence of nasal breathing

DK30dTaNIbM, OTEYHOCTB JIMLIA, THOWHOE OTAEISIEMOe 13 JIEBOTO IJ1a3a
U CIU3KUCTOE OTIEISIEMOE U3 HOca
Exophtalm, facial swelling, purulent left eye discharge and mucous nasal
discharge
OTeYHOCTb JINIIA, TIPUITYXIIOCTh B 00JIACTH BEPXHEN YETIOCTU (HUXKHSIS
CTEHKa OPOMTBHI)

Facial swelling, inflation of maxilla region (floor of the orbit)
HoBoobOpa3zoBaHue B 00J1aCTM HUXKHETO BeKa J10 4 CM,
IUIOTHOE, HETIOABMXKHOE
Tumor of inferior eyelid up to 4cm, akinetik
DK30(TaNbM, OTEK BEK
Exophtalm, blepharoedema
HoBooGpa3oBaHue BO BHYTPEHHEM YIJIy IJ1a3a, IUIOTHOE, HEMOABMXXHOE
Tumor of medial angle of eye, heavy, akinetik
DK30(hTaNbM, TUIIEPEMUSI U OTEK HMXKHETO BeKa ClieBa
Exophtalm, hyperemia and left blepharoedema

YaTeJIbHbI ANATHO3/MPOTOKOJ TePANUH

Final diagnosis/treatment protocol

MC/AML-BFM 2004
Myeloid sarcoma/AML-BFM 2004

OMJI/AML-BFM 2004
Acute myeloid leukemia/AML-BFM 2004
JIB/B-NHL-BFM 95
Burkitt’s ymphoma/B-NHL-BFM 95

JIB/B-NHL-BFM 95
Burkitt’s ymphoma/B-NHL-BFM 95

J15/B-NHL-BFM 95
Burkitt’s lymphoma/B-NHL-BFM 95

HuddysHas B-kpynHokieTouHas tumboma,/
B-NHL-BFM 95
Diffuse large B-cell lymphoma/B-NHL-BFM 95
B-mumdobnactaas numpoma/ALL IC-BFM 2009
B-lymphoblastic ymphoma/ALL IC-BFM 2009

B-mumdobnactaas iumpoma/ALL IC-BFM 2009
B-lymphoblastic lymphoma/ALL IC-BFM 2009
T-nmumdbobnactHas iumdpoma/ALL IC-BFM 2009
T-lymphoblastic lymphoma/ALL IC-BFM 2009

10 Dx30hTaTbEM
Exophtalm
1 Orex Bek, 9K30(hTabM
Blepharoedema, exophtalm

T'KJI/LCH III
Langerhans cell histiocytosis/LCH I1T
IOBeHubHas kcaHtorpanyiema/LCH I11
Juvenile xanthogranuloma/LCH 111

] B-knetouHble HXJ1
B-cell NHL
mC
Myeloid sarcoma
u oMn
Acute myeloid leukemia
rkn
Langerhans cell histiocytosis
u T-numdobnactHaa numdpoma
T-lymphoblastic lymphoma
m [OBenunbHan kcaHTorparynema
Juvenile xanthogranuloma

Puc. 1. Cnexmp omnxoecemamonoeuveckux 3a001e6aHull ¢ NOpaj0ceHUuem
opoumul

Fig. 1. Spectrum of oncohematological diseases with orbital lesions

Ha puc. 2—6 nipeacrapnenst KT u MPT, nemoHcTpu-
pylolMe pacrpocTpaHeHUe OIMyXOJeBOro Mpolecca Ha
opoury mpu nmmdpome, Jeitkoze, MC U [OBEHWJIBHOM
KCaHTOTpaHyJieMe, KOTOpble ObUIM MOATBEPKAEHbI TMCTO-
JIOTUYECKMM U UMMYHOTMCTOXMMMYECKUM HCCIIeA0BaHMS -
MM 1OCJjie OMOTICUHN OITYXOJIH.

Kpome KIMHMYECKMX OCOOEHHOCTENM MOpaKeHUs
OpOUTHI U CHEKTPA OHKOTEMAaTOJOrMYeCcKMX 3a001eBaHU A
¢ MaHudecTtaluuein o@TaabMOJOrMYeCKUX CHUMIITOMOB,
HaM MPEeACTaB/sJIOCh BaKHbIM OLIEHUTb POAUTENbCKUM,
MEePBUYHBIN BpaueOHbI, OHKOJIOTMYECKUI U TMAarHOCTU -
YeCKU MHTepBaJibl HA OCHOBE IaHHBIX O JIe010Te 3a00J1e-
BaHUS 1 00paIeHUS 32 MEIULIMHCKOM ITOMOIIBIO (Ta0I. 2).

JlaHHbIe, TpeACcTaBlIeHHbIE HA puUC. 7, IEMOHCTPUPY-
0T MPOJOKUTEIbHOCTh AUArHOCTUYECKOTO MHTepBaja,
Ha KOTOpPBIIi OKa3blBalOT BJMSIHUE pa3iuyHble (PakTo-
pbl. TIpocnexuBaeTrcsi HECBOEBPEMEHHOCTb OOpalleHuUs

AN

Puc. 2. Ilayuenm Ne 4, JIB. KT: a — akcuanvhas naocKocms, apmepuans-
Has ¢haza. B aesoii opbume namonoeuueckue mKaHu, ena3 cmeujeH Kknepeou,
MeOuanvHas cmeHKa 1eoil opoumsl 0eCmpyKmueHo UsmMeHeHa; 6 — Kopo-
HAAbHAS NAOCKOCHb, MYAbMUNAGHAPHAS DEKOHCMPYKUUS, apmepuaibHas
paza. B nesoii eepxneuearocmnoil nasyxe onyxonesvie MKAaHU, paspyuida-
roujue HUMNICHIOW CMEHKY 2Aa3HUUbl U aAb8eOASPHBII OMPOCMOK GepXHell
yearocmu

Fig. 2. Patient Ne 4, Burkitt’s lymphoma. CT: a — axial plane, arterial phase.
There are pathological tissues in the left orbit, the eye is displaced anteriorly,
the medial wall of the left orbit is destructively changed; 6 — coronal plane,
multiplanar reconstruction, arterial phase. In the left maxillary sinus, tumor
tissues destroying the lower wall of the orbit and the alveolar process of the
upper jaw

ponutelieil K Bpauyy IMEepBUYHOIO 3BEHA WJIM POJUTEsIb-
CKUI MHTEpBaJl (OT IIOABJICHUA TIEPBBIX CHUMIITOMOB
o oOpallleHMs1 K Bpauy IIepBMYHOIO 3BEHA), CpelHee
3HauYeHUEe KOTOPOro cocTaBwio 32 OHS B auarna3oHe
or | mo 123 pHeii. IlepBUuHBIN BpauyeOHBIN MHTEpBa
(c MoMeHTa oOpalleH!s K Bpauy MEepBUYHOIO 3BEHa 110
oOpallleHUs1 B CIeIUMAJIM3UPOBAHHBINM LIEHTP) TakKxXe
oKasajicsa C 3auep>KK0171, Cp€aHEC 3HaA4YCHHE COCTaBUJIO
35 nHeli B iuanaszoHe oT 15 10 93 aHeil. OHKOJIOrMYeCKuii
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a 0

Puc. 3. llayuenm Ne 7, B-aumepobnacmuas aumgoma. MPT: a — akcuans-
Hasi NA0CKOCMb, MseKUe MKAHU NPAasoti opoumv Oup@ysHo ymoauensl, e1a3
cmeujer knepedu; 6 — KopoHanvHas naockocms, T1-636euennoe uzobpasice-
Hue (BH) nocne ssederuss konmpacmroeo npenapama. Ilepuopoumanvhoie
MseKue mKaHu npasoil opoumol ouggysHo ymoaujerol

Fig. 3. Patient Ne 7, B-lymphoblastic lymphoma. MRI: a — axial plane, soft
tissues of the right orbit are diffusely thickened, the eye is displaced anteriorly;
0 — coronal plane, TI1-weighted image (WI) after injection of a contrast
agent. The periorbital soft tissues of the right orbit are diffusely thickened

a 7

v
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Puc. 4. [Tayuenm No 2, OMJI. MPT, T2-BHU: a — axcuanvhas naockocmo,
0 — casummanvras nAoCKocms. B aamepanvrvix u 3a0HUX omadenax 1eeoii
opOumbl UOHBL ONYX0NE8ble MKAHU, KOMOPble PACRPOCMPAHSIIOMCS 8 KAHAA
3pUMeNbHO20 Hep8a

Fig. 4. Patient Ne 2, Acute myeloid leukemia. MRI, T2-WI: a — axial plane;
0 — sagittal plane. In the lateral and posterior sections of left orbit are found
tumor tissues with spread to optical canal

Puc. 5. Iayuenm No 1, MC ¢ mHoxscecmeennbim nopasicenuem opeanog u cucmem. MPT: a — T2-BH, koponanvhas naockocms. M P-kapmuna yseauuenus
nouex u usmenenus M P-cuenana om obeux nouek (yceamas cmpenxa); 6 — T2-BH, akcuanvhas naockocms. Tlpaswlii enas yseauuen, 8 cmekio8UOHOM mene
BU3YANUBUPYIOMCS ONYX0Ae8ble MKAHU (3eneHas cmpenka); 6 — T2-BH, caeummanvhas naockocms. B éepxnem omoene npasoii opoumbl 8U3yaiusupyomes
onyxonegvie mKanu (0Opanxicesas cmpeaxa)

Fig. 5. Patient Ne 1, myeloid sarcoma with multiple lesions of organs and systems. MRI: a — T2-W1I, coronal plane. MR picture of enlarged kidneys and
changes in the MR signal from both kidneys (yellow arrow); 6 — T2-W1, axial plane. The right eye is enlarged, tumor tissues are visualized in the vitreous body
(green arrow); ¢ — T2-WI, sagittal plane. Tumor tissues are visualized in the upper part of the right orbit (orange arrow)

vHTepBald (C MOMEHTa oOpallleHus B CIeLUaIU3UpPO-
BaHHBII LIEHTP MO JaThl IOCTAHOBKU OKOHYATEJbHOTO
JIarHo3a) B CpeaHeM 3aHs1 17 qHeil B imama3oHe oT 2 10
31 nHs, 3aaepkKKa B HEKOTOPBIX CIydyasix Obljia CBs3aHa CO
CJIOXKHOCTBIO JIAOOPATOPHOU AMAarHOCTUKU, HEOOXOAUMO-
CThIO HampaBJICHUS 00pa3l0B OIYyXOJIU B APYTHE LIEHTPHI
3a «BTOpPbIM» MHEHHEM. JIMarHOCTUYECKUI WMHTEpBas
(c MOMeHTa TMOSIBICHUSI TMEPBbIX CHMMIITOMOB II0 JaThl
MOCTAaHOBKM OKOHYATEJbHOTO JUAarHo3a) B UTOTE 3aHsLI
B cpeaHeM 90 aHel B auamna3oHe oT 26 10 363 gHeid.
Takum o0Opa3oMm, HecBOeBpeMeHHOe oOpalleHue
K Bpauy NMEepBUYHOTO 3BEHA, JUIUTEJbHOE aMOyJaTOpHOE
CUMIITOMaTUYECKOe JIeYeHUE, II03AHEee HampaBieHUE
B CIELUATU3UPOBAHHBINA LIEHTP, TPYAHOCTU B IMTOCTAHOB-
K€ IrarHo3a MpUBeIU K YBEJIMYCHUIO TMAarHOCTUYECKOTO
WHTEpBaja U TeM CaMbIM HETaTUBHO IOBJIMSIM Ha pac-

a 0

Puc. 6. Ilayuenm Ne 11, 06enunvnas kcanmoepanysema. KT: axcuanrvnas
naockocmo, 0o (a) u nocae (6) 6sedenus Konmpacmuoeo npenapama. CKy-
N068a35 U KAUHOBUOHAS KOCMU CAe8a «830YMbl» 34 CHem ONYX01e8blX MKaHell

Fig. 6. Patient Ne 11, juvenile xanthogranuloma. CT: axial plane, before (a)
and after (b) injection of a contrast agent. The zygomatic and sphenoid bones
on the left are “swollen” due to tumor tissues
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Tadmnua 2. Juaenocmuueckue uHmepeansl y 00AbHbIX 2eMOOAACHO3AMU € NOPAICEHUEM OPOUMbL

Table 2. Diagnostic intervals in patients with hemoblastoses with orbital impact

Patients

11.2016 01.2018 06.2014 08.2015 09.2018 07.2016 12.2014 01.2021

IToka3arenn

Indicator

[epBbie CUMIITOMBI

First symptoms

O6palieHue K Bpayy epBUYHOTO 3BeHA
Contacting a primary care physician

09.2014 12.2017 01.2010

01.2015 01.2018 01.2010

OO6paliieHue B CIeLIMATN3UPOBAHHBIH
LIEHTP
Appeal to a specialized center

02.2015 02.2018 02.2010

OKOHYAaTEIbHbBIN TUarHO3

JEm —— 02.2015 03.2018 02.2010

11.2016 01.2018 06.2014 08.2015

12.2016 02.2018 07.2014 10.2015

10.2018 07.2016 12.2014 08.2021

10.2018 08.2016 02.2015 12.2021

12.2016 03.2018 08.2014 11.2015 10.2018 09.2016 03.2015 01.2022

JlnarHocTnyeckmnii nHTepBean 90
Diagnostic interval

OHKONOrMyecKknin UHTepBan 17
Oncological interval

MepBWYHbIN BpauyebHbI UHTepBan
First doctor's interval 35

Poputenbckun nHtepsan
Parent's interval 32

0 20 40 60 80 100
[uw/days

Puc. 7. Juacpamma epemennvix unmepeasos 00 yCmamoaAeHus OKOH4A-
MeAbHO20 OUACHO3A 8 OHSX

Fig. 7. Diagram of time intervals to final diagnosis in days

MPOCTPAHEHHOCTh OITyXOJIEBOrO TMpollecca K MOMEHTY
YCTaHOBJIEHUSI OKOHYATEJIbHOTO AUarHo3a.

TeM He MeHee, HECMOTPS Ha YMIMHEHUE NUarHoc-
TUYECKOrO0 WHTEepBajJa IMpU TemMobacTo3ax ¢ Mopaxe-
HUeM OpOuThI, MOJOOHAs peakKas JoKaau3alus OIly-
XOJW HEe BIMUsUIa Ha BBIOOP MPOrpaMMbl Teparnuu.
Mopdo-umMmMyHoorndyeckue OcoOeHHOCTU, a He aHa-
TOMMYECKAs JIOKATU3alUs OMYXOJIU OMNPEIesiiu BbIOOP
nporpammbl JsiedeHus: nmpu MC/OMJI — AML-BFM
2004, npu 3peoKaAeTOYHbIX B-KileTouHbIX JuMpomMax —
B-NHL-BFM 95, npu aumMdoOgacTHeIX JuMdoMax
u3 kietok-npenumectseHHUKOB — ALL IC-BFM 2009,
B ciyyae 'KJI, 1oBeHWIbHOI KCAaHTOTPaHyJIeMbl Tepanus
npoBoauiack no nporokojay LCH III.

ITpu aHamM3e MPOrHOCTUYECKOTO BIMSIHUS ITOpaxe-
HUS OpOUTHI MpU reMobsacTo3ax (HECMOTPS Ha MaJo-
YUCJIEHHYIO TPYIIy OOJIbHBIX) Ha IOKa3aTeau OOIei
BbkMBaeMoctu (OB) pasznmuuuil mojiydueHoO He ObLIO.

Pesynprater nedenuss MC/OMJI mo mportokomry AML-
BFM 2004 mo3BoiauiM monxyduTh MHorojieTHioro OB
y 66,9 = 7,5 % GonbHbIX, Tepanus JIb 1 qpyrux 3peaokie-
TOYHBIX B-KjeTouHbIx muMdpom 1o nmpoTokonry B-NHL-
BFM 95 * purykcumab coImpoBOKIaIach ITOKa3aTeIsIMU
OB B 95,8 = 2,4 %, nuMb006aaCTHBIX JIUMAOM U3 KJle-
TOK-TIPENIIECTBEHHUKOB 110 mpoTokoiny ALL IC-BFM
2002/2009 — 81,6 = 5,2 %, I'KJI o iporokoay LCH III
npubmxaercsa K 100 % [39—41].

3akimouenue

Takum 00pa3om, TaKre CUMIITOMBI, KaK 93K30(TalbM,
NTO3 BeKa, THIIEPEMHs M OTeK BEK, OOJM B opoOuUTe,
BUANMOE WJIN TTaJIbIIMpyeMOe OITyXOJeBUIHOE 0Opa-
30BaHUE B 00JaCTH OPOUTHI, MOTYT CBUIETCIHCTBO-
BaTh 00 OMyXoJieBO# Mpupoje 3abojieBaHUSI OpOUTHI,
B TOM 4ucje ObITh O1e00TOM pa3BuTus jeiikosa, HXJI,
TUCTUOIIUTO30B.

PemennemM omHOM M3 BaXKHEUIIMX 3amad 30pPaBOOX-
paHEHUS SIBIISICTCSI CBOEBPEMEHHASI TMAaTHOCTHKA OHKO-
JIOTMYECKNX 3a00JIcBaHUIA, YTO IIOBBIIIACT KayeCTBO
OKa3aHMSI MEIUIIMHCKON TTOMOIIY OOJTBHBIM U YIy4IIIaeT
nporHo3 [42]. Bpau-odrambMonor o0s13aH TIPOSIBUTH
OHKOHACTOPOKEHHOCTh, CBOEBPEMEHHO OTIIPABIATh Ha
KOHCYJIBTALIMIO TaKUX ITAIlMEHTOB K OHKOJOTY. JlydeBas
muarHoctrka (KT/MPT) B momoOHBIX clydasx MOXKET
TIOMOYb BBISIBUTH OITYXOJIb, M OOJBHOI OyIeT HaIlpaBlIcH
B CICIUATN3UPOBAHHOE YUIPEKICHUE OHKOJOTMUECKO-
ro mpoduis, TAe YTOYHSIT TMCTOJIOTUICCKYIO ITPUPOIY
MaTOJIOTMYECKOTO TIPOIIECca M €ro pacIpoCTPaHEHHOCTb,
MPOBeIs PacIIMPEeHHOE OHKOJIIOIMYECKOe 00CeIOBaHME
Cc o0Osi3aTeNbHOI Ouomncueil omyxonu. JleyeHue OymeT
Ha3HAYCHO BOBPEMSI, YTO TTIO3UTUBHO MOBIUSICT HA MCXOM
OHKOJIOTMYECKOTo 3a00JIcBaHNSI.
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PeKOHCTPYKTUBHASA XUPYPrus COCYA0B B AETCKOIW OHKONOrnK:
0030p nutepatypbl

H.H. I'yprenunze, I'.. Ilonos, A.A. Kyrenkos, A.A. Tpymmn, A.H. 3aiinea, A.H. I1IBemnos,
N.B. Kazannes, A.A. 3axapeHKO

HHUHU demckoii onkonoeuu, eemamonoeuu u mparcnianmonoeuu umenu P.M. Topoauesoii u HUHU xupypeuu u HeomaosucHol
meduuunvt DIBOY BO «Ilepsoiii Cankm-IlemepOypeckuii 20cyoapcmeeHHblil MeOUYUHCKUL YHUBEPCUMEM UMEHU aKademMuka
HU.I1. Ilagrosa» Munszopaea Poccuu; Poccus, 197022, Cankm-Ilemepoype, ya. Penmeena, 12

Konrakrubie gannbie: Huna Hodapueena Iypeenudse nina.n.gurgenidze @gmail.com

Axmyaavhocms. B demckoil npakmuke 6cmpeuardmcs Onyxoa, ¢ 608AeHeHUEM MAUCMPANbHbIX cOCy008, mpedyloujie paoukaibHol
Xupypeuueckoil pesekyuu. Imo cozoaem cA0XCHYIO 3a0auy 041 Xupypea, peuieHue Komopoil He umeem eduHo2o nooxoda 6 neouampuu
U 601bUL020 KAUHUYECK020 Onbima. B yeasx anarusza u ouenKu 0aHH020 60NPOCa AKMYanbHbIM A645emcs U3yueHue AumepamypHo2o 003opa,
OUEHKA UMEUUXCS 603MONCHOCIEN PEKOHCMPYKYUL cOCY008 y demeil.

Mamepuaaot u memoodot. Mot npugodum aumaius Aumepamypuuix cmameii no snekmpourvim oazam oannvix MEDLINE (PubMed),
HighWire Press, eLibrary 3a nepuod ¢ 2002 no 2022 ¢., 8 Komopbix ompajicaemcst nNpaKmu4ecKui Onbim peKoHCMpYKMUGHOU Xupypeuu
cocydog y demeli ¢ UCNOAb308AHUEM PA3NUMHBIX UMNAGHMUDYEMbIX MAMEPUAN0E.

Pesyavmamor. Cywecmeyem cpasHumensHo Mano AUMEPAMYpPHbIX OAHHBIX 00 UCHOAb308AHUU MEMO0008 DeKOHCMPYKUUU cOCY008
6 oHKon02uu y demeil. B 6oavuwuncmee nybauxayuii npedcmasnervi eQUHUUHbIe KAUHUYECKUE CAYHAU UAU MAAble ePYNNbl NAUUEeHMO0G.
Ilhacmuka cocydos 6 demckom gospacme — Kpaiine caoxcHas 3adaya. Tpyonocmu c@s13aHsl ¢ MAAbIM OUAMEMPOM COCYO08, CAOICHOCHbIO
no06opa UMnAGHMUPYEeM020 Mamepuaa, mpomoo30m nPOMe3upo8aHHbIX Ce2MeHMO08, NOCMOSHHbIM POCIOM 0emcKo20 opeanusma. B cesnzu
¢ omcymcmeuem KPYRHbIX Uccae0o8anuil No 0aHHOMY 60npOCy nepeod Xupypeamu 803HUKAIOM CAOICHOCIU 8bl00pa ONMUMANbHO20 Memooa
XUupypeuuecko2o aAe4eHust Onyxoneil, 608AeKaAOUWUX 8 C80I0 CIMPYKMYPY MAUCMPAAbHbLe COCYObl.

Saxarouenue. [Ipedcmaesnennulii aumepamypHblii 0630p OeMOHCMPUPYem G03MOICHOCMU NPUMEHEeHUsl PA3AUYHBIX Mem0008 PeKOHCMPYKUUU
U nAacmuKy cocyo0os 8 0emckom 03pacme npu XupypeuuecKom Ae4eHuy oOnyxonel.

KioueBble ciioBa: HeiipoGiacroma, rernatodjgactoMa, HedpobaacToMa, capkoMa, XMPYprudeckoe JieueHue, TIACTUKa COCYIOB,
COCYAMCTBIN MMILJIAHT

Jasa umrupoBanms: Typrenunze H.H., TTonoB ILU., KyrenkoB A.A., Tpymun A.A., 3aiiiesa A.H., I1IsetioB A.H., Ka3zanues U.B.,
3axapeHKO A.A. PeKOHCTpYKTMBHAsI XUPYPTUs COCYIOB B JIETCKOW OHKOJIOTUM: 0030p JMTEparyphl. Poccmiickmii XXypHai JeTCKOi
reMaTosioruu v onkojoruu. 2022;9(4):53—63.
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Reconstructive vascular surgery in pediatric oncology: literature review

N.N. Gurgenidze, G.1. Popov, A.A. Kutenkov, A.A. Trushin, A.N. Zayceva, A.N. Shvetsov, L. V. Kazantsev, A.A. Zakharenko

Raisa Gorbacheva Memorial Research Institute of Children Oncology, Hematology and Transplantation and Surgery and Emergency
Medicine Research Institute of First Paviov State Medical University of St. Petersburg, Ministry of Health of Russia; 12 Rentgena St.,
Saint Petersburg, 197022, Russia

Background. In some rare cases pediatric solid tumors may infiltrate or incase major vessels, which may require vascular plastics as part of
radical tumor resection. As these situations are rare in pediatric surgeon practice, there is no common approach to this problem. In order to
analyze the available experience we reviewed published cases concerning vascular plastics in pediatric oncosurgery.

Materials and methods. The references from MEDLINE (PubMed), HighWire Press, and eLibrary electronic databases were analyzed for
references describing practical vascular surgery experience with vascular implants published in 2002—2022.

Results. There is few published data on major vessels reconstruction in patients with pediatric solid tumors. Most publications describe single
cases or small case series. The vascular plastics in these children is difficult due to small vessel diameter, difficulties in choosing the right graft,
risk of thrombosis, and the need to provide adequate circulation in a rapidly growing child. As there are no major studies of this subject we
still have no consensus on optimal vascular reconstruction tactics in children with solid tumors. Therefore, new systematic studies are needed.

Conclusion. We provide a brief review on currently used methods of vascular plastics and reconstruction available for use in children with
solid tumors.

Key words: children, ophthalmology, pediatric oncology, clinic and diagnosis of orbital pathology, myeloid leukemia, myeloid
sarcoma, lymphomas, histiocytoses
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Beenenne

CoBpeMEHHBII TOAXON B JEYEHUM OOJBIIMHCTBA
3JIOKAYECTBEHHBIX OIYXOJIEM B IETCKOM IIPAKTHUKE IOMI-
pa3yMeBaeT MCIIOJb30BaHME IIPOrpaMM KOMILJIEKCHOM
Tepanuy, HEOThEMJIEMOM YacTbl0 KOTOPOTO SIBJISIETCS
9Tan XUPYypruyeckoro BMelIaTeslbcTBa. B 3aBUCHMMOCTH
OT OMOJIOTUM OITyXOJU XHUPYpruveckass TaKTHMKa MOXKET
ommyarbesl. CremyeT OTMETUTh, YTO OJIaronpUsITHBIN
MMPOTHO3 M BBIKMBAEMOCTD TallMEHTa B HEKOTOPBIX CIIy-
yasgx HAMPSIMYIO 3aBUCST OT XUPYprudeckoro rmoaxoda [1].
B nerckoit mpakTuKe peako, HO BCTPEYAIOTCS OIYXOJH,
BOBJICKAIOIIIME MAaTrUCTPaJbHbIE COCYIbI, TPEOYIOIINe
paguKaJIbHOIO UCCEUeHUsI 00pa3oBaHMS WM TPaHCILIaH-

Talluyi opraHa. Bo B3pocioil Xxupyprud 3HAYUTEIBHO
yalle BCTpedyaeTcs MPUMEHEHUE COCYIMCTON ILIaCTUKU
C MPOTE3UPOBAHUEM COCYIA MPU HEOOXOAMMOCTU pau-
KaJIbHOTO yJaJieHus oOpa3oBaHUsI eIUHBLIM OJIOKOM [2].
B memmaTpuu 3Ta MeTOAMKA MCIIOJIB3YeTCS 3HAYUTEIIb-
Ho pexe (puc. 1). IIpexne Bcero, TPyIHOCTU CBSI3aHBI
C MaJibIM KaJIJMOPOM COCYIOB y JeTeli, KOTOPbIi BlIEUeT 3a
c000i1 KaK TEXHUYECKUE TPYIHOCTU BO BpPeMsl ONlEpaLliH,
TaK U CJIOKHOCTH C MOAOOPOM MMIUIAHTHPYEMOIO Mate-
puana HeoOXOAMMOro pa3Mepa, a Takke ¢ (opMUpOBa-
HUEM TPOMOO30B B MOCJICOIIEPAIIMOHHOM TIEPUOJIE B 30HE
pexkoHcTpykLmu [3]. Takske HEMPOCTO 3amaydeii SBasIeTCs
(hbakT TTOCTOSTHHOTO POCTa IETCKOTrO OpraHu3Ma, OrpaHu-
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Puc. 1. Anaauz wacmomoi cocyoucmeolx peKkOHCMPYKYUil 8 0emcKoli OHK0A0-
2UU N0 HO30102USM

Fig. 1. Analysis of the frequency of vascular reconstructions in pediatric
oncology by nosology

[IaKPOH
dacron

aytorpadr
autograft

annorpa¢t (TpynHbIN maTepran)
allograft (cadaveric donor)

annorpadT (K1Bow AOHOP)
al?/ografr (living donoe)

KceHonepvkapa
xenopencard/um

. ayTonepukapg
pericardial auto-graft

NepBUYHBIA aHaCcTomo3
vascular anastomosis

nonutetpadTopaTUneH (MTPI)
polytetrafluoroethylene (PTE)

VIMI'IﬂaHTI/IpyeMbIVI maTtepuan
e yKa3aH
unknown implantable material
0 5 10 15 20 25
Puc. 2. Anaaus evibopa umnaanmupyemoeco mamepuasa npu naacmuke
cocyda

Fig. 2. Analysis of the choice of implantable material for vascular
reconstruction

YUBaIOIIMI BEIOOP MaTepuasia U MeToJa IIaCTUKM cocya
[1]. DTO co3maeT cioXHYIO 3a1a4y AJIsl IeTCKOTO XUpypra,
pellleHue KOTOpOi He MMeeT OOIIEero eIMHOro IMoaxoaa
B ICTCKOU XMPYypruyeckoi mpakTuke (puc. 2).

I[IpobnemMa mpoTe3upoBaHUs apTepuil y JeTeid
C UCIMOJIb30BAaHUEM DPa3UYHBIX MaTepUaOB B KauyecTBe
UMILJIAHTOB OCBEllleHa 0oJiee MIMPOKO MPEeUMYIIeCTBEH-
HO B acleKkTe Kapauoxupypruu [4]. 3HauuTeabHO pexe
BCTPEYaAETCsl PEKOHCTPYKIMS apTepuii B JETCKOW OHKO-
xupyprui [5]. B cBs31 ¢ HEOOIBIIUM YUCIOM MallUEHTOB
B OHKOITEAMATPUM, HYXKIAIOIIMXCS B IPOTE3MPOBAHUU
U PEKOHCTPYKIIMU BEH, KPYITHBIX UCCIEIOBAHUI B JIUTE-
paTtype He IMpeACTaBlIeHO, B OOJBIIMHCTBE CBOEM 3TO
OIMMCaHHbIE Majble TPYMIIbI WU OTAEIbHbIE KIMHUYE-
cKue ciaydau (Tabauiia). DTo MPUBOIUT K TOMY, UTO Mepen
XUpypraMu BO3HUKAIOT CIIOXXHOCTM BbIOOpA OINTHMAaJIb-
HOro MeToAa XUPYPruyecKoro JeYeHUsl Omyxoseil, BOB-
JIEKAIOIIMX B CBOIO CTPYKTYPY MarucTpajbHbI€ COCYIbI,
YTO, B CBOIO OY€Pe/b, OTPAHUYMBAET BO3MOXHOCTb Paj-
KaJbHOTO YIaJleHUsI OMYXOJU. B HEKOTOPBIX Cclydyasix 3TO
YXYIIIaeT MPOTHO3 It 601bHOTO [6, 7]. TakuM obpaszoM,
pa3BUTUE HaMpaBJCHUS] COCYOUCTOW TUIACTUKU Yy AeTei
BeIeT K OoJsiee paauKaJbHOMY yIaJeHUIO 0O0pa3OBaHUA
U TO3BOJISIET YBEJIMYUTh JOJTOCPOUYHYIO BBIKMBAEMOCTh
MaleHTOB CO 3JI0KAYeCTBEHHBIMI HOBOOOPA30BaHUSIMU
B neauatpuu [8, 9].
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MarepuaJjsl 1 METOIbI

Mpbl mpUBOAMM aHAIM3 JUTEPATYpPHBIX CTaTel IO
aJIeKTpoHHBIM 0a3zam maHHbIx MEDLINE (PubMed),
HighWire Press, eLibrary 3a nepuon ¢ 2002 no 2022 r,
B KOTOPBIX OTpaxkaeTcsl MPaKTUYECKMIl OIBIT IUIACTUKU
COCYIIOB y JIETeii C UCITOIb30BaHUEM Pa3IMYHbIX UMILIaH-
THUPYEMbIX MaTepUAJIOB.

Pe3yabraTel ananm3a

Heiipo6aacmoma

YacTo BcTpevyaeMble OITyXOJW B IEeAUAaTPUM — Hei-
poonacroMsl (HB), Hepenko MMeOT MHTUMHOE IIpuJie-
J)KaHMe K MarucTpajJbHBIM COCydaM U BJIEKYT 3a CcO0Oit
TEXHNYECKUE TPYAHOCTU IPU PE3CKIIUU OITyXOJIU, OOHAKO
OIlepaTMBHOE BMEIIATEIbCTBO IIPEUMYIIECTBEHHO, HeE
TpeOyeT PEKOHCTPYKIIMU COCYIOB. 3JI0KaueCTBEHHBIE
00pa3oBaHUsl 3a0PIOLIMHHOIO IIPOCTpPaHCTBA y JOETei,
TpeOyIolIe XUPYPIrUIeCKOro ynajJeHus eNIMHBIM OJIOKOM
C TUTACTUKOM COCYIOB, TAKXKe BCTPEUAIOTCS HEYACTO (CM.
puc. 1). B cBg3u ¢ 3TUM TUTEpaTypHbIC TaHHBIE MTPEICTaB-
JIEHBI HeOOJIBIIIMM KOJIMUEeCTBOM MaTepuana [1].

C. Grimaldi et al. mpencTaBUIM CTaThbiO, B KOTOPOIi
MpOBEIeH aHaiu3 JaHHBIX TAIIMEHTOB, IIPOIIEAIINX
JeyeHue B KiuHUKe ¢ ssHBapsa 2009 . mo ¢eBpans 2017 .
Cpenu HUX BbiAeneHo 4 60ibHBIX (2 HB, 1 moyeyHo-KI1e-
TOYHBIA pak, 1 (pudpocapkoma), y KOTOPBIX B Mpoliecce
XUPYPTUUECKOIO JIEUEHUs] BO3HMKJIA HEOOXOTUMOCTD
npotesupoBanust HITB. B kauecTBe cocyaucroro mporesa
npumensicsa [ITOD. B 1 cayyae ¢ Hb Bo3HukIa He0OXx0-
IUMOCTh ayTOTpaHCIUIAHTAIIUM IIPaBOit TIOYKH, a B 3 Apy-
TUX TIPUIIOCH PE3ELUPOBATh YaCTh JIEBOM ITOYECYHOM
BEHBI C peaHaCTOMO30M Ha IpoTe3e. Bo Bcex mpoTe3upo-
BaHHBIX cerMeHTax HIIB B oTnaieHHOM nepuoae HACTy-
i Tpom603 (Hb — uepes 43 u 74 mec, pudbpocapkoma —
yepes 108 Mec), HO OTMEUaI0Ch OTCYTCTBUE KIMHUYECKUX
nposiBieHuit. OAUH TMalyeHT ¢ I0YeUYHO-KJIECTOUYHBIM
pakoMm ymep uepe3 21 mec Tociie orepaiuu 1o IpudanHe
peuyausa 3adoneBanus [10].

CTOUT OTMETUTh, UTO NIPUMEHEHUE B Ka4eCTBE COCY-
aucroro npote3a IITMOD B mpakTUKe B3pOCIOil XUPYp-
TUU UCIIOJB3YeTCs yYalle, YeM B IETCKOM, U ¢ JyJIITUMU
pe3yabsraTaMM, ¢ MEHBIIMM KOJUYECTBOM OCJIOKHEHUIM
[5]. HekoTophie aBTOPHI ASHSITCS pe3yJbTaTaMU JeUeHUs
¢ npumeHeHueM I1TDD y nereit. [Ipu peTpocreKTUBHOM
aHanu3e faHHbIX T. Sri Paran et al. 3a 1996—2006 r. BbiIee-
Ho 5 mauueHToB ¢ HB, y KOTOpBIX ITpU pe3eKLnr OMyX0JIn
B CBSI3M C TTIOBPEXIEHUEM OPIOLIHONM a0pThI ObLIA BHITION -
HeHa IUlacTMKa C MCIoyb3oBaHMeM Marepuana [1TDD.
HecMoTpst Ha OTCYTCTBME OCJIOXXHEHHUI B IOceoIepa-
LIMOHHOM TIEpHOJie U B TeueHue 28 Mec, aBTOPHI OTMe-
YalT HaJIM4YMe OTIAJICHHBIX MOCHENCTBUM: 1 peOeHOK —
TOTaJIbHAs HIIEMUS TOJICTOM KMIIKM, OCTPbIA HEKPO3
u 1iepdopaiiys 12-mepcTHOM KUIIKYA, KOTopas IpuBesa
K CyOTOTaJIbHOM KOJIDKTOMUM U MJIEOCTOMUM; 2-Ii pebde-
HOK — HaJl TPaHCILJIaHTaTOM o0pa3oBaiach TPaH3UTOPHAsI
IyoleHaIbHast HEITPOXOIUMOCTH [5].

Heckonpko crateii  xapakTepu3YIOT  OTHEIbHBIC
KJIMHUYECKUE ClIydyad, BCTpeyalolluecs BO BpauyeOHOI
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Jannvie aumepamypsl no peKOHCMPYKyuY cocy0o8 6 onKoaoeuu y demeli (Ha4ano)

Literature data about vascular reconstruction in oncology in children (beginning)

Yucao
Metonuka Y4acTOK peKOHCTPYKIMH NALUEHTOB Bospact

JITeIbHOCTh
HA0JII0eHUs
Observation period

CocynucTbie 0CJI0KHEHUsT
Graft Reconstructed vessel Number of Age Vascular complications

patients

[racTka HUXHEN TTOJI0i BEHbI

(HIIB), ayroTpaHcIiaHTalMs] TOYKU 1 1,5 mecsiua 43 mec Tpom603 nmpotesa
Inferior vena cava (1VC), kidney 1.5 months 43 months Prosthesis thrombosis
autotransplantation
Tpom603 npoTe3a — 2 nauMeHTa, mpo-
N 8 mecseB —
ITnacrtuka HIIB, peanacToMo3 jieBoit 11 ner 21-108 Mec XOAMMOCTb COXpaHEeHa — | MalueHT
MOYEYHOI BEHBI 3 Prosthesis thrombosis — 2 patients,
. . &8 months — 21—108 months .
IVC, reanastamosis of the left renal vein vascular throughput is preserved —
11 years .
1 patient
1 ron — Het naHHbIX — 3 maiueHTa, MpoXoamn-
3 mec — 10 et
Hert maHHBIX 0 JIOKaIM3a1MK TPOTE3a 17 net MOCTB cOCy/la COXpaHeHa — | mamueHT
. . 4 3 months — . ; ;
No information 1 year — 10 vears No information — 3 patients, vascular
ITOD 17 years Y throughput is preserved — 1 patient
PTE 18 mMecsimieB — IMpoxommumocTk cocyna coxpaHeHa —
Tnactuka HITB 4 9 ner 2 rona 1 mauueHT, HeT JaHHbIX — 3 MalKeHTa
nc 18 months — 2years Vascular throughput is preserved —
9years 1 patient, no information — 3 patients
ITpoxonumocTs cocysia He HapylLIeHa,
MPOJIeKeHb OT MaTeprajia UMIUIAHTa,
¢ CyOTOTaIbHOM pe3eKIneit TOICTO
Tlnactuka rnoyeyHoit aprepun 4 rona 8 mec KHIILKH, KOIOCTOMHEH, TG IPE
R — 1 o 8 months 12-nepcTHOI KUIIKU — UJIEOCTOMMUST
Vascular throughput is preserved,
decubitus from implanted material, with
subtotal resection of the colon, colostomy,
duodenal perforation — ileostomy
IlnacTuka aopThl, BEpXHEOPbIKEEU- Tner, 11 ner, o e 10 wes "
. TocJie ToCeTHe |
HOI apTepuH, C MOBTOPHBIMU PEKOH- 16 ner
TUIACTUKU [TpoxonumocTs cocyna coxpaHeHa
CTPYKUUSIMA 1 7 years, N
. . . 3 years 10 Vascular throughput is preserved
Aorta, superior mesenteric artery, with 11 years,
[eT repeated reconstructions 16 years I 5
PET P Y reconstruction
ITnactuka HIIB ot neBoit moueuHoit
BEHBI 10 MOJIEYeHOYHOI 00acTu 1 5 et 2 rona [IpoxonumocThk cocyna coxpaHeHa
1VC from the left renal vein to the 5 years 2years Vascular throughput is preserved
subhepatic region
N T 18 mecsitieB —
yrorepukap [Mnactuka momoit BeHb 4 roma Hert nannbix Hert nannbix
Pericardial 9 . . . .
wc 18 months — No information No information
auto-graft
4 years
9 net S mec [IpoxoaumocTh cocyna coxpaHeHa
9years 5 months Vascular throughput is preserved
Her nanHbIx
IMnactuka HITB 7 0 6 mauuen-
wc Tax Het naHHbIX Het naHHbIX
No . . . .
Kcenonepu- . . No information No information
r information
. . about 6
Xenopericardium .
patients
LIlyHT 13 1€eBoii U cpenHeil eve-
HOYHBIX BEH B NPABOE NpEACEpINe, 9 MecsieB 30 cyTok IMpoxoauMocThb cocyna coxpaHeHa
IS SN . 9 months 30 days Vascular throughput is preserved
Bypass from the left and middle hepatic 4 8np p
veins to the right atrium, 1VC ligation
JloHopckas IInactuka HI1B, neyeHOuHOI BEHBI, €
. 12 mecsitieB 2 rona IMpoxoauMocTh cocyna coXpaHeHa
BeHa (1mpu HCIIOJIb30BAaHUEM MO/B3I0IIHON BEHbI 1 .
o L . 12 months 2 years Vascular throughput is preserved
TpaHCITAHTa- IVC, hepatic vein by iliac vein
LI OpraHa)
D . [Mnactuxka HIIB ¢ ucnonb3zoBaHuem Her nanHbIx
onor vein o 2 roma [MpoxomumocTh cocyna coxpaHeHa
SIPEMHOM BEHbI 2 No :
(for organ IVC by the iueul . infi i 2years Vascular throughput is preserved
transplantation y the jugular vein information
Aloreoig s e (MU A Mgz eI My 21 mecsig 8 mec TTpoxonuMOCTh cocyaa CoXpaHeHa
aopra Cepaust ! 21 months &8 months Vascular throughput is preserved
Donor aorta IVC to the right atrium
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Jannvie aumepamypui no peKOHCMpYKyuu cocyoog @ onkoao2uu y demeii (npodoasicenue)
Literature data about vascular reconstruction in oncology in children (continuation)

Yucao
VYyacTok pekonctTpykunn Reconstructed | naupenros Bo3pact

vessel Number of Age
patients

JIMTeIbHOCTh
HA0JII0IeHIS
Observation period

Metoauka Cocyzmcn)le OCJIOKHECHUA

Vascular complications

Graft

AyTOBEHa
Autovena

CobcTBeHHast apTepust
(u3 BHYTpEHHe Moji-
B3/IOIIHOI apTepum)
Own artery (internal iliac
artery)

AnnorpadT BEHO3HBI
Venous allograft

JlakpoH
Dacron

IMoaxkoxHast tToHOpCcKast
BEHa OTLia, COBMECTUMOTO
110 TPYIITie KPOBH, TIepe-
BsI3Ka O€IPEHHOI BEHbI
Donor saphenous vein from
father, same blood type,
femoral vein ligation

Her naHHbIX 06 UMILIAH-
TUPYEeMOM MaTepuaie
No information about
implantable material

ITnactuka HIIB ¢ ucnonb3oBaHuem
TTOMIB3IONITHOM BEHBI
Reconstruction of the IVC by the iliac
vein

JleBast moueyHast apTepusi ¢ M-
[TAHTOM TIOJIKOXHOI BEHBI B JIEBYIO
OO0 MOAB3IOUIHYIO apPTEPHIO
Left renal artery with implantation of
the saphenous vein into the left common
iliac artery

JleBast 00111as1 TOAB3AOIIHAS APTEPUST
OpbIKEEeYHOI BeHOI + aHacTOMO3
Ha TPaByIo OOIIYIO TOAB3IOLIHYIO

apTepuIo U BEHY

Left common iliac artery by mesenteric

vein + anastomosis to the right common

iliac artery and vein

OO6X0IHOI aHACTOMO3 BepXHEli OpbI-
JKEEUHOW apTepuu ¢ a0pTOii
C peuMIUIaHTallMe ! JIEBO MOYeUHOM
apTepuu
Bypass anastomosis of the superior
mesenteric artery and aorta,
reimplantation of the left renal artery

Ilnactuka HITB
c

TTnactuka OPIOIIHON a0PThI, OOILIUX
TTOJB3IOLITHBIX aPTEPUIl U BEHBI
The abdominal aorta, common iliac
arteries and vein

OOXOIHOM LIYHT IPYIHOM
U OPIOLIHOM a0PThI
Thoracic and abdominal aortic bypass

Tnactuka 6eapeHHO apTepun
U BEHBI
The femoral artery and vein

[nactuka 6GenpeHHO apTeprun
U BEHBI
The femoral artery and vein

PekoHcTpyKI1Mst a0PTHI € BOBJIEYe-
HMEM YPEBHOTO CTBOJIA, BEPXHE-
OpbIKEEUHO apTepUM, MOYEUHBIX
aprepuii
The aorta and celiac trunk, superior
mesenteric artery, renal arteries

[1acTrKa y4acTKa MOYeYHOM BEHBI
The renal vein

ITnactuka HITB ¢ peKoHCTpyKIIMeit
TOYEYHOI BEHBI
The IVC from the renal vein

HanoxeHue cocyauctoro aHacToMo-
3a, pesekuusi crenku HITB
C TUIACTUKOM «3aIlIaTKOM»
Creation of a vascular anastomosis,
resection of the IVC wall with patch
reconstruction

13

MenuaHna
BO3pacra —
17 mec

Median age —

17 months

9 ner
9years

Het maHHbIX
No
information

11 et
11 years

Mennana
BO3pacra —
1,2 roma

Median age —

1.2 year

11 et
11years

9 net
9years

1 mecsiy
1 month

5 MecsileB
5 months

Her nannabix
No
information

Het naHHbBIX
No
information

2 rona,
4 ronma
2 years,
4 years

Het gaHHBIX
No
information

5 Mec — 2 roma
5 months — 2 years

14 mec
14 months

6 Mec
6 months

Pannwmii nociue-
ONepaLMOHHbBIN
rnepuos
Early postoperative
period

4 Mec — 5 et
4 months — 5 years

18 mec
18 months

14 mec
14 months

28 mec
28 months

4 mec
4 months

Het naHHbIX
No information

Her naHHbIX
No information

Her nanHbIx
No information

Het naHHbIX
No information

IpoxoaumocTs cocyna
coxpaHeHa — | nmauMeHT,

TpoM003 cocyia — 1 marueHT

Vascular throughput is
preserved — 1 patient, vessel
thrombosis — 1 patient

IMpoxoaumocTs cocyna
coXpaHeHa
Vascular throughput is
preserved

IMpoxogumocTs cocyna
coxpaHeHa
Vascular throughput is
preserved

[MpoxoauMocTs cocyna
coxpaHeHa
Vascular throughput is
preserved

TTpoxoauMocTh cocyaa
coXpaHeHa
Vascular throughput is
preserved

TIpoxoaumocTh cocyna
COXpaHeHa
Vascular throughput is
preserved

TTpoxoaumocThb cocyna
coXxpaHeHa
Vascular throughput is
preserved

TIpoxoaumMocTh cocyna
COXpaHeHa
Vascular throughput is
preserved

ITpoxoxuMocTs cocyna
coxpaHeHa
Vascular throughput is
preserved

Her naHHbIX
No information

IMpoxoxuMocTs cocyna
coxpaHeHa
Vascular throughput is
preserved

IpoxoxaumocTs cocyna
COXpaHeHa
Vascular throughput is
preserved

Het nanubix B 11 cayyasx,
B 2 HaOJIIOIEHUSIX TPOMOO03
y4JacTKa PeKOHCTPYKIIMH
cocyna
No information — 11 patients,
vascular thrombosis —

2 patients
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Jlannvie aumepamypsl. no peKoOHCMpYKyuu cocy0o8 6 onKoaoeuu y demeli (OKOHUaHUE)

Literature data about vascular reconstruction in oncology in children (end)

Yucno
YuacTok pekoHCTpYKumH Reconstructed | nanueHToB
Number of

patients

Metoauka
Graft

benpeHHast aprepusi 1 BeHa

Femoral artery and vein
HanoxeHue nepBMyHOro

aHaCToMO3a

Vascular anastomosis
[MoxkoseHHast apTepUs ¥ BeHA

Popliteal artery and vein

[MonxmounyHas apTepust
Subclavian artery
[lepessizka cocyna 6e3
PEKOHCTPYKLIUUA
Vascular ligation, no

reconstruction Pesexiust HITB oT moaB3A0LIHBIX BEH

IO TIEYEHOIHO BEHBI
Resection of the IVC from the iliac veins
to the hepatic vein

Bospacr JlMTebHOCTD

Age

CocyamcTbie 0CJI0KHEHHs
Vascular complications

HA0JII0IeHIS
Observation period

[MpoxoaumocTh cocyna

7 6—17 ner 1 ron coXpaHeHa
6—17 years 1 year Vascular throughput is
preserved
9 nier, 12 1iet TTpoxoaumMocTs cocyna
’ Gonzrs 1 roxm CoxpaHeHa
% ’ 1 year Vascular throughput is
years
preserved
Hapymenust dyHkumnm
BEpPXHEN KOHEYHOCTU HE
9 MmecsileB 45 cyt
1 9 months 45 days OTMCHANIOCh
No dysfunction of the upper
limb
KimmHu1eckux mposiBieHuin
HapyllueHust GYHKLUY M0~
4 3—7 ner 1rom — 11 ner 4eK, ITeYeHU He OTMEYaIoCh
3—7years 1 year — 11 years There are no clinical

manifestations of impaired
renal and hepatic function

npakTuke. A. Vlahova et al. n3naraior ciaydaii jgedeHust
Hb topakanpHOIi ToKaIU3aluy ¢ BOBJIEYEHUEM MOJKITIO-
YUYHOU apTepuu y pedeHka 9 mecsie. [IpoBomuimoch
yIaJIeHWe OIyXOJW B BEpXHEW amepType rpyaoi KJIeTKu
clieBa, OOIIYI0O COHHYIO apTepUIO YAadoCh BBIICIUTD,
MOJIKJIIOUMYHAsl apTepus Obliia TepeBs3aHa U €€ CErMeHT
yIajleH BMECTE C OITyXOJIblO0, PEKOHCTPYKIIMS cocyaa He
npencraBuiach Bo3MoxHoi [11]. B panHem mocieone-
pallMOHHOM TICPMOAE aBTOPHI OIMMCHIBAIOT OJICTHOCTH
BepXHE KOHEYHOCTH, CHIDKCHUE €€ TeMIIepaTyphl
U ocjiabjeHre MyJIbCOBOM BOJHBI Ha JIyueBOI apTepumu,
KJIMHUYECKHE TIPOSIBJIEHUSI CaMOCTOSITEIbHO PErpeccu-
poBanu [11]. Ouenka mormieporpaduu IMpoBoAMIach Ha
45-¢ CyTKM, OTMEUaeTCs CHIDKCHHNE CKOPOCTH KPOBOTOKA
JIEBOU TIEYEBOUW M JIy4€BOU apTepuii, UX pa3Mepbl COOT-
BETCTBYIOT HOPMAaJIbHBIM 3HAUCHMSIM, 1IBET W TEMIIepaTy-
pa KOHEYHOCTH COOTBETCTBYIOT HOpMe [11]. OTmameHHBIX
pe3yJIbTaTOB HAOIIOJAEHMSI B CTaThe HE OMUCAHO.

Elle onuH KIMHUYECKUH ciydail MOBpeXaeHUs
KpynHbIX cocynoB mnpu ynaneHun HDB npencrasieH
U. Koltuksuz et al. Bo BpeMsI omepaTMBHOTO BMeIlla-
TEJIbCTBA OBLUIM IIOBpPEXKICHBI IMpaBas U JieBas OOIIme
IMOAB3IOIIHBIE apTepUd M BeHB. Ha mpaByio oOIIyro
MOJB3IOIIHYIO ApTEPUIO U BEHY ObLT HAJTIOKEH aHACTOMO3
KOHeTI B KoHell [ 12]. JIeBast o011ast ITOAB3IOIITHAS apTePUs
ObL1a PEKOHCTPYMPOBAHA C UCMOJIb30BaHMEM BEHO3HOTO
TpaHCIIaHTaTa, 3a0paHHOTO C OpBDKEeYHOU BeHHI [12].
Anruorpacdus malueHTy IpOBOAKIACE Yepe3 6 Mec Mmocjie
oIepalunu, CTCHO30B, aHEBPU3M U TPOMOO030B PEKOHCTPY-
HMPOBAHHBIX YIACTKOB COCYIIOB He OBLIO 0OHapyskeHO [12].
OTmaleHHBIX Pe3yIbTaTOB HAOTIOACHMS 3a TTAIIMCHTOM He
MpenCcTaBIEHO.

Chong et al. mpeACTaBISIOT KIMHUYECKUI CITydait
pebenka ¢ HB 2-ii cramnm, KOTOpBIiA B Bo3pacTte 6 MeCSIIIEB
mpomren xumuorepanuio (XT) m Xxupyprudyeckoe jede-
Hue [13]. B 7 ner y manmeHTa B 00JIaCTH OIIEPaTUBHOTO
BMEIIIATEIBCTBA Pa3BUBACTCSI CTEHO3 TTOYCUYHBIX apTepUii
C HEKOHTPOJIUPYEMOI TMIEPTEH3UEN U OKKIIO3UST BEpX-

Helt OpBIKEeeUHOM apTepui. BrImoHeHa peKOHCTPYKITUS
aoOpTHI C MCIIOJB30BaHMEM pa3gBocHHOTO I1DT-Tpadra
[13]. PermuouB cTeHO3a ¢ HEKOHTPOJIUPYEMOU apTepralb-
HOI rurepreH3ueit HacTymui B 11 u B 16 J1eT, 4o moTpe6o-
BaJIO TIOBTOPHOI PEKOHCTPYKIIMHM COCYIOB, KOTOpas IIpo-
BOOMJIACH C MCITOIB30BAaHUEM TOTO kK¢ Matepuana. [lepron
HaOJTIONCHUS TIOC/Ie 3aBepIIalolIeii OIepallii COCTaBUII
3 roma 10 Mec, ocIOXXHEHMIT OTMeYeHO He ObLTo [13].

Wen Tian et al. TIpeacTaBIIN pe3yJIbIaThl PATuKaIEHOTO
XUPYPTAIECKOTO JICUCHMS TTALIMEHTOB ¢ 3-11 1 4-1i CTamusIMU
HB. B uccaenosanue ¢ 2003 o 2013 r. BkroueH 71 maiu-
eHT [14]. Oco0blif MHTEpPEC B UCCIICMYeMOM TPYIINe U Hac
TIPENICTABIISIOT 4 OOJBHBIX, KOTOPHIM Ha 3Talle XUpyprude-
CKOTO JICYCHMSI TIOTPeOOBAJIOCh BBIIONHUTh PEKOHCTPYK-
LWIO COCYmOB. Pe3eKimst yuacTKa MOYeUHOI BEHBI B CBSI3U
C OIyXOJeBOM WHQWIBTpAIIC, COIVIACHO OITMCAHMIO,
BBIITOJIHEHa 3 TammeHTaM. B 1 ciaygae morpeboBasiach
PEKOHCTPYKIINS BepXHEH OpbIKeeuHOM apTepui. B panHem
TIOCIICOTIePAlITMOHHOM TIEPHOIC OCIOXHEHUIT C PEKOH-
CTPYMPOBAaHHBIMU COCYIaMU aBTOPHI HE OTMeYaroT [14].

B mmTepaTypHBIX TaHHBIX, OTPaKAIOIINX MCCIICIOBA-
HUS B3POCJIOTO HACEICHUS, TaKKe BCTPEUAIOTCS ITaIi-
eHThI JeTCKOro Bo3pacta. Tak, Hanpumep, A.Jl. Kanpun
¥ COaBT. MCCJICIOBAA B CTaThe PE3yIbTaThl XUPYpPTrHAUe-
cKkoro JjieueHus npu pesexkumsix HIIB nmpu mectHo-pac-
MIPOCTPAaHEHHBIX HEOPTAaHHBIX 3a0PIOIIMHHBIX OITYXOJISIX
[15]. C 2010 mo 2016 r. B rpyIIny UCCIeqOBaHUS BKIIIOYE-
HBI 18 manmeHToB, cpear KoTophix 2 neteii 2 u 4 et ¢ Hb
[15]. ¥V GonbHBIX NMPUMEHSUIMCHh pPa3IWYHbIE BapUaHTHI
PEeKOHCTpYKIMii: HanoxeHue mBa Ha HIIB, kaBamia-
CTHKa TIEPUKApPAOM, TIPOTE3MPOBAHUE CUHTCTUYCCKAM
uMriuiantoMm cermeHta HIIB, nporesupoBanue HIIB
C PEKOHCTPYKIIMEH ITOYCTHON BEHBI, ITPOTC3MPOBAHME
HapyXHOW MOAB3A0IIHON apTepuu, nepensizka HITB 6e3
peKoHcTpyKIuU [15]. MeTon, mpuMeHsieMblii K MalieH-
Tam ¢ HB, He oTMeueH B uccnenoBanuu. [locneonepaiy-
OHHBIC OCJIOKHCHWS, OIIMCAaHHBIC B CTaThe, HE CBSI3aHBI
C COCYIUCTHIMU PEKOHCTPYKIIASIMH.
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AHamu3upysd KOMIUICKCHBII IOAXOH COCYIUCTBIX
ocjokHeHuit 1ipu  JedeHuu HDB, Henb3s 3a0bIBaTh
u o Bo3aeiicteum tydeBoii repanuu (JIT). J. Elizabeth et al.
MMPOAHAIM3UPOBAIN B CTaThe MALIMEHTOB CBOETO YUPEXK-
neHus, noxydyapinux JI'T, ¥ BBISIBUIM HapyIIEHUS pa3Mepa
U pocTa OpIOLIHOI a0OPThI U €€ BETBEU KaK OTCPOUYCHHbBIC
cocyaucTeie ocioxkHeHus [16]. CormacHo maHHBIM CTa-
TbU, CPEIU PETPOCIEKTUBHO MCCIEIOBAHHBIX OOJBHBIX,
nonydaBmux JIT, B OTcpoYyeHHOM Iepuoje Mocie jeye-
HUsI HAaOJI0JAIMCh Pa3InYHbIe COCYAUCThIC OCTOXKHEHMS,
TakMe KaK CYy>KeHHe IMPOCBeTa YpeBHOTO CTBOJIA, BEPXHEH
OpBIKEEYHOI apTepuu, MOYEUHbIX apTepuii, OTMeUYaaach
acuMMeTpus Tepdy3un MoueK, MPOSIBISIONINECS OCIOX-
HEHMSIMU B BUJIE TUTIEPTOHUM, HAPYILIEHUS 9KCKPETOPHOM
(GYHKIIUM MMOYeK, ME3eHTEPUAIbHOIN UIIIEMUH, POCTOBBI-
MU nehopMaIusIMu TTOSICHUIHBIX T03BOHKOB. C 1993 mo
2005 r. mpoaHanu3UpoBaHbI JaHHbIC 31 MalMeHTa, U3 HUX
7 ¢ COCYAMCTBHIMMU OCJIOXXHEHUSIMU, 3 TIOTpeOOBaIM OIle-
PaTUBHOTIO BMeEIIATEIbCTBA C PEKOHCTPYKIIMEN COCYIOB,
1 GonpHOI Trorn6 [16]. Elie onnH KIMHUYECKUI Caydait
pa3BUTHSI CTeHO3a MHQpapeHaJbHOTO OTAesa OpIOIIHOM
AOpThI ¥ IIOYECUHBIX apTepuii y nanuenTa ¢ Hb crycTs 6 et
nociie JIT onmucan M. Luehr et al. [TepBbIM 3TarioM BHITION -
HSIJIOCh CTEHTMPOBAaHHWE COCYIOB, HO PELUIMB CTEHO3a
MPOSIBUWIICS Yepe3 TOJI TTOCIIe JICYSHUS C Pa3BUTUEM OCTPOit
MouyeyHoii HemoctaTouyHocTu [17]. PebeHky B Bo3pacte
9 JIeT BBIMOJHEH O0XOMHOI IIYHT IPYJIHOTO W OPIOIIHOIO
OT/IEJIOB aOPTHI C UCTIOAb30BaHMEM TaKPOHA U PEKOHCTPY-
MpOBaHa JieBasl MMoYeyHasl apTepusl B TTOAB3IOIIHYIO apTe-
PHUIO C MCIIOJIb30BaHUEM IMOAKOXKHOI ayToBeHBI. [lepuon
HaOJIIOIeHUs cocTaBUa 14 Mec, OCIOXHEHUI aBTOPHI He
otMmeyatot [17]. Takum obpaszom, npu rmiaHoBom KT-06-
cnepoBanuu nanueHToB ¢ HB, monmyuasmux JIT, BaxkHBIM
MOMEHTOM SIBJISIETCST OTCJICKMBAHUE COCYIUCTHIX U3MEHe-
HUI B 00J1aCTU JIYYEBBIX BO3AEHCTBUN B LIEJISIX BbISBICHUS
U pelleHus pobjieM Ha 0ojiee paHHUX 2Tarlax.

Hecgpobaacmoma

Cpenu omyxoJyieii  3a0pIOIIMHHOTIO IPOCTPAHCTBA
y IeTeit BcTpedaeTcsl onmyxoiab BuibMca, KoTopasi B HEKO-
TOPBIX CJIy4assX MOXET COIPOBOXKIATHCS HATUIMEM BHY-
TPUCOCYIUCTOTO OIyX0JeBoro Tpomba. Yaie Bcero Ha
¢one XT onyxoJieBbIii TPOMO perpeccupyer, 4To odJierya-
€T 2Tall OIepaTUBHOTO JieueHUsl. B O0JIbIIMHCTBE CllyyaeB
XUpPYpraM yAaeTcCsl BBIITOJTHUTh BEHOTOMMUIO C yAaJeHUEM
OITyXOJIEBOrO TpoM0Oa U yIIMBaHHUEM CTEHKM cocyna 06e3
MPUMEHEHUSI UMILIAHTUPYEeMOro MaTepuaia, HO Takas
3amaya He Bcerna BeimonHuMa. Ilpu omyxonmm Buibmca
paguKaJIbHOCTD PEe3eKIIMHU BaxKHa 1 OTNIpee/sIeT JalbHEl-
LIIYIO TAKTUKY BeJleHUsI 001bHBIX [ 1]. CTOUT OTMETUTD, UYTO
Yy B3pOCJBIX TAIIMEHTOB C IMOYEYHO-KJICTOYHBIM PaKOM
CYIIECTBYET HEOOXOAMMOCTb PaauKaJbHOTO XUPYpPTH-
YECKOTO JICYCHMSI, YTO CPABHUTEIHHO YacTO MPUBOIUT
K TakTUKE, TpeOylolllel yaaJleHusl OIyX0JeBOro Tpomba
C TUIACTUKOM M peKOHCTpyKLMel cocynoB [7]. Y mereit xe
¢ HedpobmacToMoil 3Ta MpodjieMa BO3HMKAET 3HAYMMO
peXe B CHIIy XUMUOYYBCTBUTEIBHOCTHU OITYXOJIH.

P. Szavay et al. mpeacTaBiIsSItOT UccliefOBaHUE, B KOTO-
poM omucaHbl 24 MalMeHTa C OITyXOJEBbIM TPOMOOM
B HIIB u 9 GoibHBIX ¢ pacmpocTpaHEHUEM B IIpaBOe
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Ipejacepane, YTo MoTpedoBao OT XUPYProB MPOBEICHMS
OIlepaTMBHOIO BMeEIIATeJILCTBA B YCIOBHUSIX armapara
HMCKYCCTBEHHOTO KpoBooOpaiieHus. [Ipu miacTtuke BeH
y 4 MalMEHTOB MCIIOIb30BAJICS ayToIepuKapa. ABTOPHI
COOOIIAIOT, YTO 5 OOJBHBIX ¢ BHYTPUCOCYAUCTBIM KOMIIO-
HEHTOM HE yIajJoCh paauKaJbHO IPOOIEPUPOBaATh, 2 U3
HHUX YMEpJIM OT peuununa 3adoneBanus [18]. Hamu omy-
ONMKOBaH KJIMHWUYECKUI CJy4yail, KOTOpBI BCTpedasncs
B Halllell MpaKTUKe: MalMeHT 9 JIeT CO BTOPHIM PEIUIu -
BOoM HedpobiacToMbl B ipoekiinn HITB, ¢ nHBa3uBHBIM
POCTOM B CTEHKY cocyna. PeOeHKy BBHIIIOJTHEHO Hcceve-
HUe obpasoBaHus, rmiactuka HITB kceHomepuxkapaom.
Ilepron HaOMIOOEHUST COCTAaBUI 5 MeC, OCJIOXHEHUI He
HaO0II01aJ10Ch, TPOXOAMMOCTD COCyaa He HapylieHa [1].
J.I. Axaman3e u coaBT. IPeACTAaBUIN Claydyail XUpPyp-
TUYECKOTO JIeYeHMsT pebeHKa 9 MecsleB ¢ OunaTepaib-
HOI HedpobIacTOMOI 1 OITyXoJeBbIM TpoMbo3om HITB
C pacIpoCTpaHEHHEM B JIEBYIO TOUCYHYI0 U TPaBYIO
TMEYeHOUHYIO BeHBI M TpaBoe mnpencepaue [19]. B cBsa3u
C MAaCCHBHBIM OITYXOJIEBBIM ITOpa’k€HUEM OIIEpPaTMBHOE
BMEIIATEILCTBO BHITIOJIHSIOCh B HECKOJIBKO 3TamoB. Ha
1-M 9Tane BbIMOJHEHA He(pPaapeHAIIKTOMUS CIpaBa,
MPaBOCTOPOHHSSI TEMUTEIIATIKTOMMST, CETMEHTAKTOMUS 1,
akcrupnauust HIIB, 3abprommHaHas auMbaneHIKTOMUS,
HenpepbiBHOCT, HITB He BoccTaHaBnuBajiach B CBS-
31 C afeKBaTHBIM OTTOKOM OT JICBOM IMOYKM M HUKHUX
KOHEUYHOCTe Mo chopMUpPOBaHHBIM BEHO3HBIM KOJLJIaTe-
passm [19]. Bropsim aTanom ynaneHna Kyiastss HIIB ¢ omy-
X0oJIblo ¢ ocTaBiaeHueM ydyactka HIIB ¢ npenupyrommmu
YCTBSIMU JIEBOU M CpEIHE! MeYSeHOYHBIX BeH, U3 KOTOPBIX
MOJTy4YeH aieKBaTHBIN KpoBOTOK [19]. C ucnonb3oBaHUEM
KceHorpadra (U3 sApeMHOI BeHbI ObIKa) copMUpoOBaH
TOHHEJIb JUISI OTTOKA U3 JICBOI 1 CPeIMHHOMN MeYeHOYHBIX
BeH B IpaBoe mpeacepaue [19]. OueHuTs J0JrocpoYHy0
3(dHeKTUBHOCTL KCeHOTpadTa HEBO3MOXHO B CBSI3U CO
CMEepThIO MallMeHTa OT MH(MEKIIMOHHBIX OCIOXHEHUI Ha
30-e cyTKU I1OCJIe ITOC/IeTHETO OMePaTUBHOTO JICUSHUSI.
Ipynma wccnenoBareneit u3 HOxHoit Adpukum —
S.G. Cox et al. — mpeacTaBuja CTaTblo, 3aKJII0YAIOLIYIO
B cebe aHanm3 12 ciaydyaeB XUPYpTUUECKOTO JIeUCHUS
MalMeHTOB C OIyXoJiblo BuiibMca ¢ BHYTpUCEPIEUYHBIM
pacrmpocTpaHeHueM oryxoJjieBoro tTpoMm6a [8]. Beibopka
npoBoauiack ¢ 1984 1m0 2016 . u3 337 60JIbHBIX C OITYXOJIbIO
Bunbmca [8]. OmeparuBHOe JieueHUE OBLIO MPOBEACHO
11 metsam, 5 mauueHTaM MOTpeOOBaTaCh PEKOHCTPYKITUS
C MCITOJIb30BaHMEM KaBOATPUAJIbHBIX 3aruiaT, 2 00JIbHBIM
BBITIOJIHEHA TUTACTHKA ITOJIOM BEHBI C MCIIOJIb30BaHUEM
TIT®D u y 3 nereii 1k peKOHCTPYKILIMU MCIOJIb30BAJICS
aytonepukapn [8]. McciaenoBanue (yHKIMOHAIBHOCTUA
VMIUIAHTHPYEMBIX YIaCTKOB COCYIIOB B CTaThe HE OTPaXKEHO.
Ele ogHa cTaThst KpYIIHOIO UCCIEA0OBaHMS MIPEACTaB-
JleHa kojuieramu u3 BenukoOpurtanunu — A. Lall et al.,
r7e aHaIu3UpPYyIoTes 842 TalueHTa ¢ OIyXoyibio Buibm-
ca, 112 U3 KOTOpBIX ¢ TPOMOOM B T10J10i1 BeHe 3a 1991—
2001 rr. [9]. CornacHo maHHBIM M3 CcTaTbu, 31 MalMEHTy
noTrpedoBajach KaBaTOMHS C YIAJCHHEM OITyXOJIEBOTO
TpoM0Oa, 1 11 U3 HUX BBIMOJTHEHA PEKOHCTPYKIIUS B BUIE
HaJIOKEHUS COCYIMCTOrO aHacTOMO3a WJIM 3aIulaTKu Ha
BeHy [9]. IlogpoOHOro m3noxkeHUsT 3Tara PeKOHCTPYK-
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1IMY, MMIUIAaHTUPYEeMOTo MaTepuajia U JaJbHEUIIero
HaOJtoeHNUS 32 OOJIbHBIMU B CTaThe HE OTPaKeHO.

OtmenbHbIe KIMHUYECKUE CIIydald XUPYPTrUYECKOi
TaKTUKM BEACHMS MAIIMEHTOB C BHYTPUCOCYIUCTHIM pac-
MMPOCTPAaHEHUEM OIYXOJU MOXKHO pacCMOTPETh B Pa3HBIX
CTaThsIX, [N aHAJIU3UPYIOTCS TAIIMEHTHI C OITyXOJIbIO
Bubmca.

WUnrepecHwrii  onbiT npenctaBuim G, Murthi et
al. C 1988 mo 2004 r. B KIMHMKE IPOXOAUIU JIeUYCHHUE
13 mauueHTOB ¢ He(PpoOJACTOMONM € HATWYHUEM OITyXO-
sneBoro Tpomb6a B HIIB (n = 8) u mo npencepnus (n = 5)
[20]. Pacceuenue HIIB, ymanenue ormyxojieBoro TpoMmoba
M yIIMBaHWE BEHBI MPOBOAMIOCH Y 6 OOJBHBIX, 6 ACTSIM
MmoTpedoBasach IIAaCTUKA CcOCyda C HCIOJIb30BaHUEM
KceHorpadTa (OBIYbEro mepukapna) B KauecTBe UMILIaH-
TUpyeMoro Marepuana, 1 pedbenky minactuka HIIB mpo-
n3Boauaach ayrornepukapaom [20]. B cratbe oTpaxkeHa
BBDXKMBAEMOCTDb MALIMEHTOB M HE IMpeacTaBieHa MHMOp-
Mallysl 10 COCTOSIHMIO PEKOHCTPYHMPOBAHHBIX COCYIOB
HU B paHHEM, HM B OTIHAJICHHOM IIOCJIEOIepallMOHHOM
mepuoaax.

L. Orbach et al. B cTaTbe OMUCHIBAIOT CIOXHOCTHU
XUPYPTUUYECKOTO JICYEHHUS y TIAllMEHTOB C OIYXOJISIMU
3a0pIOIIMHHOTO TMpocTpaHcTBa ¢ BoBieueHuem HIIB,
npoaHanu3upoBaHbl 20 MalMEeHTOB, cpean HUX 1 pebeHOK
9 net ¢ omyxoibio BuibMmca, KoTopoMy ymamawiu obpa-
30BaHUE C OITyXOJIEBBIM TPOMOOM, BBIMOJHUIU PEKOH-
crpykuuio HIIB ¢ ucnons3oBanuem I[IT®D. Ilepuon
HaOJIIOMEHUS COCTaBWII 2 ToJa MOCJIe OIepaluy, OCI0X-
HEHUIi He oTMevasoch [21].

OIbIT BeeHUs TAIIMEHTOB C BHYTPUCOCYIUCTHIM OITy-
XOJIEBBIM KOMITOHEHTOM M3 HECKOJIBKUX KJIMHUK Pa3HbIX
mratoB CIIIA oobennHeH B ctathe R. Shamberger et al.
W3 2731 nmaumeHTa ¢ onyxojbio BuiabMmca y 165 Obl1 BHY-
TPUCOCYOUCTBIM KOMIOHEHT [22]. M3 oOmieit rpyIimsl,
KOTOPOI IPOBOAMIOCH XUPYPIMUECKOEe JIeYEHHUE ITOCie
XT, 8 mersM mOTpeOOBAJOCh BBLIMIOJTHEHUE PE3eKINHU
yyacTKa CTEHKHM IIOJIOM BEHBI, Y 2 M3 HUX C MCIIOJb30-
BaHMEM TpaHCIUIAaHTaTa ISl TIJIACTUKUA CTEHKM COCyaa.
ABTOpHBI onuchiBaloT TpoM003 HIIB y 14 mauueHToB, 13
00IIIeli TPYMIIBI TOJYYUBIINX XUPYPIUUECKoe JeUeHUE
U Ha TIEpBUYHOM 3Tare, 1 rocijie X1, KIMHUYeCKN 3HauUM -
Moe MposiBIeHue TpoMbo3a y 1 mauueHTa [22]. BxoasT nu
B OTY IpyMITy MauueHThl ¢ pe3ekuueit HITB He onucano.

J. Stanley et al. mpoBenu oOLIMPHBIN aHaIU3 30-1eTHEe-
IO OITbITa XUPYPTUIECKOTO JICUCHUS MAllMEHTOB C PEHO-
BaCKyJISIDHOM TUMHNEPTEH3UEU PpasjIMYHOU HSTUOJIOTUU
B onHoM yupexaeHuu. C 1963 mo 1993 . npoaHain3upo-
BaHbI KIIMHUYecKue naHHublie 57 neteii [23]. Cpeau nipea-
CTaBJICHHBIX MAllMEHTOB OXapakTepr30BaH | Manpumk 11
JIET ¢ ONyXoJbio BunbMca, co CTEeHO30M aoOpTHI M ITOYEY-
Ho# aptepum nocie JIT [23]. BeimoaHeHo HalloXeHUe
00XOIHOTO aHACTOMO3a BepXHel OpbIKEeeuHOU apTepuu
B aOpTy C MCIOJIb30BaHMEM TpaHCIUIAaHTaTa U3 BHYTPEH-
Hell MoAB3I0IIHOI apTepuu, Kyaa COOKY peMMILJIAaHTUPO-
BaJIM JIEBYIO TTOYeYHYyIo apTepuio [23]. B panHem nocnie-
OIEepallMOHHOM TMEPUONe PEKOHCTPYUPOBAHHBIE COCYIbI
OCTaBaJIUCh MPOXOAVMMBIMU, OTHAJEHHBIX PE3yJbTaTOB
HaOJIIoNeHNUS 32 JaHHBIM MTAIIMEHTOM HE OIKMCAaHO.
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S.K. Min et al. 1eMOHCTPUPYIOT OITLIT TPOBEACHMUS
KPYITHBIX OIEepalMii Ha COCyIax y JETEM, BBINIOJIHEHHbBIX
B OompHuIle CeylbCKOTO HAIIMOHAJBHOTO YHUBEPCHU-
teta, 3a 30 neT paboThl TpoornepupoBaH 131 pebeHOK
[24]. B mpexacraBieHHOIi cTaThbe cooblIaeTcs o 4 ciayya-
gx omyxosneBoro Tpom6a B HITB, B 3 13 HuX BbINOJIHEHA
TPOMOSKTOMMUSI, M B 1 cllydae moTpedoBajach pe3eKIus
HIIB u ee 3amMeinieHue TpaHcIiaHtatoM [24]. Pe3synbra-
TOB HaOIIOACHMUS TTOCIE JICUCHUSI He TIPEICTaBICHO.

L. Sarti onucbiBaeT KIMHUYECKUIA Cy4yail pe3eKLuu
HIIB ot muctajbHOroO OTAeNa JEBOM MOYESUHOM BEHBI 10
MOANEYEHOUHOM 00JaCcTU MO0 BeHbI U Y-00pa3HbIM
ropupoBaHHBIM TPYOYATBIM Te(MIOHOBBIM ITPOTE30M
¢ MPaBOCTOPOHHEH He(ppaIKTOMUEH Yy pebeHKa 5 JIeT ¢ aua-
THO30M ortyxoib Bunbmca [25]. Tlepuon HabmoneHus 3a
MalMeHTOM COCTaBWJI 2 Toja, peluuavBa 3a00JeBaHUS
¥ OCJIOKHEHUI He OTMeuYaaoch, HO (PYHKIIMOHAIBHOCTD
MPOTE3MPOBAHHOIO CETMEHTA He OIICHUBAJIACh.

HenpocToii BapuaHT pelieHUs MpoOJIeMbl HaJIUYUs
OITyXOJIEBOrO TpoMOa C MHBAa3Mel B CTEHKY BEHBI M MOJI-
HOI1 00Typalllu €e MPOCBeTa B CIydae pa3BUTOM CUCTEMBbI
kojnatepanei npennaraior R.C. Ribeiro et al. B cratbe
MnpeacTaBieH aHanu3 jedeHus 171 mauveHTa B MEpPUOJ,
¢ 1984 mo 2004 r. ¢ omyxoablo BunbMca, cpenn KoTo-
PBIX BBIIEIEHO 3 pebeHKa ¢ TMEepeBsI3KOM U MCCeYeHUEM
dparmenTta HIIB [26]. JeBouka 4 neT ¢ HepIKTOMUEH
u pe3ekuueit HITB oT moaB3aolIHbIX BEH 10 peTporeye-
HOYHOI 00J1aCTH, C MIEPEBA3KOI BeHBI OCTaBILIEICS TTOY-
xu y HIIB, nipu aTOoM ee (pyHKLIMS cOXpaHeHa, Mepuo/
HaOmoneHust coctaBwi 11 yer [26]. Bropoit mauneHTke
3 roga, 00bEeM Omepalnu TOT XKe, B TTOCIeonepalliOHHOM
Mepuoae OCTaBIIasicsl JieBas Mouyka (DYHKIMOHUPYET,
nepuoj, HaOMIOAEeHUsT cocTaBua 1,5 roma, OCIOXHEHUIA
He oTMeuanoch [26]. B tpetbeM ciydyae peGeHKY 7 JIET,
BBITIOJIHEHO OIIEpaTUBHOE BMEIIATEILCTBO B 00BEME
Hedpakromun U pedekuun HITB oT monB3molIHbIX BeH
IO TIEYCHOYHOM BEHBI, OCTaBIIasICs MOYKa (QYHKIIMOHU-
pyeT, nepuo HaboaeHus coctaBui 1 rox [26].

Onyxoau nevenu

Haubonee pacrnpocTpaHeHHass OMyXOJib II€UYEHU
y nereit — rematobiactoma (I'B), uamie BcTpeudaercs
y neTelt epBbIX 3 JIeT KU3HU. 3a00/1eBaéMOCTh YBEIUIN -
Jacek a0 1,5 ciydyaeB Ha MUWJIIUOH [27]. Xupyprudyeckuit
MOJXO/ B €€ JIEYCHUH 3aBUCUT OT Pe3eKTa0eIbHOCTH OITy-
X0JIM. 3a TToCIeNHNE eCATWIETUSI OTMEUYaeTCs POCT Yrciia
nereii ¢ I'b, mepeHecHUx TpaHCIUIAHTAIIUIO TEYEHU —
¢ 8 6onee ueM 10 25 %. [28]. BaxXHbIM BOIIPOCOM OCTaeTCs
paguKaJIbHOCTb PE3CKIIUM OIYyXOJIW MPHU IelmaTIKTOMUM
B CJIyyae BOBJICUCHUS B OIYXOJIEBbIC MACCHI ITOJIOI BEHHI,
BOPOTHOM BEHBI. PEKOHCTPYKLMs COCYIOB IPU TPaHC-
TUTAHTAllMKU B TAKOM CJIyJae MOXKET ObITh 3aTpyIHEHa.

A. Hort et al. mpeacTaBiasioT KIMHUYSCKUN CiIydaitl
TPaHCIUTAHTAllMM 2-TO U 3-TO CETMEHTOB II€YEHU OT
TMOCMEPTHOTO JIoHopa peuunueHty 18 mecsaues ¢ I'b IV
(P, V, F) HIIB, BopoTHOI1 BeHBI, IEUEHOYHBIX BeH. Y TallM-
€HTa B Ka4eCTBE COCYAMCTOTO MaTepuaja JJis IJIaCTUKU
HIIB ucnons3oBanach JeBas MOAB3IOIIHAS BeHA JOHOPA
C TpeMsI €CTECTBEHHBIMU COYCTBhSIMM, UYTO 00JIeTIMII0 DOp-
MHUpOBaHME aHAcTOMO30B. [lo maHHBIM HcclegoBaTeneit
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B TeUeHHUeE 2 JeT HAOIIOAECHUS BCE COCYIUCThHIE CTPYKTYPhI
B MECTe UMITJIAHTALIMU OCTAJIMCh MMPOXOAUMBIMU [28].

J. Fuchs et al. mpoBenu ananu3 27 nauueHToB ¢ I'b
POST-TEXT III u IV, nepeHeciimx paclinpeHHYIO pe3eK-
uio nedyeHu B repuor ¢ 1992 mo 2015 r. Cpenu nmanmeH-
TOB OTMEUEHO 2 AeTeit, KOTOPHIM BBITTOTHSUIACH PE3CKIINS
IMEYeHU B YCJIOBMSX HCKYCCTBEHHOro KpoOBOoOpalie-
HUS B CBSI3U C OOIIMPHBIM TPOMOO30M IIOJIONM BEHHI,
B KayecTBe MaTepuajia HMCIOJIb30BaINCh ayTOIepUKapmd
u [IT®H. B nociaeonepalliOHHOM MEPUO/IE OCIOKHEHUI
He Ha0J1101a10Ch, OTHAKO aBTOPhI HE COO0IIA0T 00 OTAa-
JIEHHBIX pe3yjbraTax HaOmoneHus: GyHKIIMOHATbHOCTU
cocynos [29].

R. Angelico et al. onmuchIBalOT KIMHUYECKUN CIydaii
neuenus: I'b ¢ omyxoneBsiM TpoMOom ot HIIB mo mpa-
BOTO Mpeacepauss y Majlbudka B Bo3pacTe 21 Mecsiia.
XupypraMy BBIMIOJIHEHA pe3eKUUs TIeUeHU ante situm
¢ mnactukoit HITB mpu runorepMmnyecKoM MCKYCCTBEH-
HOM KpoBooOpallleHuH. B KadyecTBe MMILIaHTHMPYeMOTO
COCYIMCTOIO MaTepuaia UCIIOJIb30BaIach aopTa OT TPYII-
HOTO JOHOPa, COBMECTUMOTO 10 IpyIIie KpoBu. B mepu-
o1 HaOMoIeHus 8§ Mec Iocje ONMepaTUBHOIO JICUCHUS
OCJIOKHEHMI, CBSI3aHHBIX C COCYOMCTBHIM MPOTE30M, HE
oTMeuasioch [27].

CornacHo uccinenoBanusam C. Chardot et al., B mepu-
on ¢ Masg 1998 . mo nexadbpp 1999 1. B KIIMHUKE aBTOPOB
OBLIO TIpOBeleHO 4 TpaHCIUIAHTALMM TIeYeHU Yy JeTeid
¢ HepesekTabenbHoi I'b mocne kypcoB XT (ITpoTOKOIbI
SIOPEL2 u 3). OcobeHHOCTbIO TaHHOTO UCCAeIOBAHMS
SIBJIICTCSI BBIMIOJIHEHME POJICTBEHHON TpaHCILIAHTAIIUU,
B TaKOM CjIy4yae TpaHCIulaHTaT IedyeHu He umeer HIIB,
TakKe y 9TMX MNalMeHTOB MPU TOTAJbHOM IrernaTa3KTOMUU
petporneueHouyHass HITB Obla ynaneHa eIMHBIM OJIOKOM
BMecCTe ¢ ieueHblo. COOTBETCTBEHHO, Y PELUIIEHTa BO3-
HUKJIa HeoO0XoanmMmocTh pekoHcTpykiun HITB. B kaue-
CTBe MaTepuaja sl peKOHCTPYKIIMHU Cocyaa B 2 clydasx
HCIIOIb30BaJIach ITIOAB3IOIIHAS BEHa, IOJydeHHas OT
TPYITHOTO MOHOpA, Y OCTaBIIMXCS 2 MAlMEHTOB IIPH-
MEHSJIaCh BHYTPEHHSIS SIpeMHasl BeHa, IMOJyYeHHas OT
ponutens-goHopa. B pesynabraTte (PYyHKUIMOHAILHOCTH
MMPOTE3MPOBAHHBIX YYACTKOB BEHBI M OTCYTCTBUE OCIOX-
HEHMI COXpaHSUTUCH JUINTEJbHO y 2 neteii. ¥ | maieHTa
BO3HMK TPOMOO3 PEKOHCTPYMPOBAHHOIO COCyda uepe3
2 roja mocCie oIlepaluy, MpoTeKal OeCCUMMITOMHO 3a
cueT chopMUPOBaBIIEiicsS B TeUCHUE TIUTEIBHOTO Bpe-
MEHU CUCTeMBI KoJutatepaieit. OuieHuTs coctosiHue HITB
y 4-T0 MalMeHTa B OTIAJICHHOM IIPOMEXYTKE He TIpecTa-
BWJIOCH BO3MOXHBIM B CBSI3U CO CMEPTHIO peOeHKa uepe3
5 Mec Tocie ornepauny Ha (poHe peuuarBa 3a001eBaHUS
¢ MeTacTtazamu B erkue [30].

M. Szymczak et al. onmyOJIMKOBaJIM KPYITHOE PETPO-
CIIEKTUBHOE HccenoBaHue, rae ¢ mapra 1990 r. mo
nekabps 2019 1. mpoBenu aHaaM3 PEKOHCTPYKTUBHBIX
npo06JieM, cBsi3aHHbIX ¢ HITB B nmeguatpuu nmpu poacTBeH-
HOIl TpaHCILJIaHTallMM TIeYeHU. B mcciemoBaHue BKITIO-
yeHbl 790 TpaHCIUIAaHTAUMI MEYeHU y AeTei, Cpeand HUX
379 poACTBeHHBIX, 65 TpaHCIUIAHTALM MOTPeOOBAIU
CJIOXHBIX PEKOHCTPYKTUBHBIX PEIICHUM, CBSI3aHHBIX
¢ HITIB u neyeHouHbIMU BeHaMu. [1aTu neTsiM B Bo3pacTe
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oT 5 Mecs1eB 10 1,4 roga ¢ OHKOJIOTMYECKUMU 3a001eBa-
Husmu (3 I'b 1 2 remaTole /UTIONISIPHBIX paka), ¢ mopaxe-
Huem HIIB no auacdparmbl Oblia BBIMOJMHEHA IIacTUKA
HIIB ¢ wucnonb3oBaHMEM KPHUOKOHCEPBUPOBAHHOIO
BEHO3HOI'O TpaHCIUIaHTaTa ymepiiero noHopa. Hapyiire-
HUII BEHO3HOTO OTTOKa aBTOPBI HE OIMMCHLIBAIOT, MEIMaHa
HaOIIoIeHU TTAlMEeHTOB cocTaBuia 7,2 roga. OauH 00J1b-
HOI1 ymep uepe3 4 Mec ITocJIe OIepaTUBHOTO JICUSHUS B CBSI-
3U C IIPOrPeECCUPOBAHMEM TeIaTOLEIITIONSPHOrO paka [6].

Onyxoau msaeKux mxaneil, ¢ 6oeaeveHueM cocyoos

Paomommnocapkomsl (PMC) — omyxoin MSTKHX TKa-
HEU, HEepeaKO BOBJICKAIOIIUE COCYAWCTBIA KOMIIOHEHT
1 TpeOyIoLIMe OT XUPYPra paIuKaJIbHOW PE3EKIINH, B AJlb-
TEPHATUBHOM CJIyJyae 4aCcTOTa MECTHBIX PELIMINBOB 10XO0-
Ut 110 65 %. [1pu BoBJIeYEHUM MaruCTPaIbHBIX COCYIOB —
9TO YCJIOXHSET 3agaqy xupypry [31]. Omyxonu, JoKaau-
30BaHHbIC B 3a0PIOIIMHHOM IIPOCTPAHCTBE, COCTABJSIOT
3—12 % Bcex PMC.

F. Ito et al. mpeacTaBIgOT peaKUil KIMHUYECKUIA
ciyyaii Mmanpunka 11 ner ¢ anpBeonsgpHoit PMC 3a0pio-
IIMHHOTO MPOCTPAHCTBA C BOBJCYCHUEM OPIOIIHON aop-
T, HIIB u 0o01mux moaB3goiHbeIX cocynoB. Bo Bpems
XUPYPTUUECKOTO JICYCHUSI HE IIPEICTaBUIOCH BO3MOX-
HOCTHM COXPaHEHMSI COCYIOB, OIMYyXOJb OblIa paauKalbHO
yaajieHa eIMHBIM OJIOKOM C BOBJICYEHHBIM COCYIMCTBIM
KOMITOHEHTOM. PEeKOHCTpYKILIMS aOpThl OblJIa MPOU3BEIEL-
Ha C MCTOJIb30BaHUEM Y-00pa3HOro JaKpOHOBOI'O TPaHC-
raaHrata, pekoHctpykiust HITB He mpoBoauiach B cBs13u
C BBIPaXXEHO pa3BUTOI cucTeMoii KojuiaTepaieii. OueHka
3 OEKTUBHOCTU UMILUIAHTUPYEMOTO MaTepuajia U paboThl
KoJ1aTepajbHBIX BEH ITPOBOAMIACE Yepe3 18 Mec, 0CIox-
HEeHUI1 He Habmoxanocs [3].

IIpu XxupypruyeckoMm JeYeHUU CapKOM MSITKUX TKa-
HEJA KOHEYHOCTEH C BOBJICYEHUEM COCYIMCTOrO IIy4yKa
IUTUTEIbHOE BpeMs aMITyTallusl KOHEYHOCTU ObLIa TpHU-
eMJIEeMBIM pellleHreM. Takoe pelleHue IPUHUMAIOCh
B CBSI3M C BaXXHOCTBIO PaIMKAJIIbHON PE3eKIIMU OIYXOJIHN
U CIIOXHOCTBIO PEKOHCTPYKIIMU COCYIOB Y NeTeid, o0y-
CJIOBJICHHOU POCTOM KOHEYHOCTU M MEJIKUM KaJIuOpOM
cocyna. B HacTosiiiee Bpems criaceHrue KOHEUHOCTH SIBJISI -
eTcsl BaXXHOU 3aa4eid, YTO BJIeYET 3a OO0 HEOOX0IMMOE
pa3BUTHE COCYAUCTOM peKOHCTpyKIuU [31].

B.T. Baxter et al. B ctaTbe IO PeKOHCTPYKIIUU COCY-
OB HIIKHMX KOHEYHOCTEM IIpM capKoMax OTpaxaloT
OITBLIT PabOTHI KIIMHUKMU, Tae B niepuon ¢ 1991 mo 2004 t.
MpooIepupoBaHbl 19 malueHToB, 9 U3 KOTOPHIX AETU
[31]. Bcem GOMbHBIM AETCKOrO BO3pacTa BBHIMOJHSIIOCH
yIaJeHUEe OITyXOJIU eAUHBIM OJIOKOM C COCyIaMU HUKHUX
KOHEYHOCTel: 7 TalMeHTOB C pe3eKuueil OeapeHHO
apTepuu U BEHBI U 2 pebeHKa ¢ pe3eKIneil TOAKOJIeHHOM
apTepuy U BeHbl. PEKOHCTPYKIINS BHITIOIHSIIACH HAJTOXKE-
HUEM MEePBUYHOIO aHACTOMO3a C MIPUMEHEHUEM TeXHUKHU
YKOpauMBaHUSI M POTAUMM HWXHeH KoHeyHocTu [31].
B nmocneonepaiimoHHOM Iepuo/e MalMeHTaM BBIITOJIHS -
JIOCh YJBTPa3BYKOBOE MCCJICIOBAaHUE COCYIOB — 4Yepes
3, 6 1 12 Mec, Mo pe3yabTaTaM PEKOHCTPYUPOBAHHbBIE
COCYIbI HE TPOMOMPOBAIKCH, B | Cilydae Tocje ornepaiuu
aBTOPBI OMKMCHIBAIOT BO3HUKHOBEHNE KOMITAPTMEHT-CHUH-
JIpoMma, TIOBJIEKIIIero aMmyTaluto oeapa [31].
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S. Qureshi et al. myOIUKYIOT 2 KIMHUYECKUX CIIydas:
neBoyka 1 mecsia ¢ ¢udpocapkoMoii Oenpa ¢ BoBiIeue-
HUeM OepPEeHHOI apTepuU 1 BEHBI M MaJIbYUK 5 MecsIleB
¢ HeauddepeHIIMPOBAaHHONM CapKOMOIl MSTKUX TKa-
Heil Oedpa, TakxKe C BOBJICYEHUEM OelIpeHHOU apTepuu
U BeHBI. B 00oux ciayyasx B KayeCcTBE MMILIaHTUPYEMO-
ro Marepuajga HUCIOJb30Bajach MTOHOPCKas MOIKOXHAs
BeHa OTIla pebeHKa, COBMECTMMOIO IO IpyIMIle KPOBM.
B cBa3u co cmaBieHMEM M OTCYTCTBUEM (DYHKIIMOHUPO-
BaHUSI OCOPEHHBIX BEH, OCYILIECTBISIACh WX IepeBsi3Ka,
OelpeHHbIe apTepyuy MpoTe3upoBanuch. Ilepron Habmo-
JIEHUSI IeBOYKM COCTaBUI 28 MeC, OCJIOXKHEHMSI, CBSI3aHHBIC
C TpaHCIUIAHTaTOM, He (UKCHUPOBAIMCH, IPOXOAMMOCTh
cocyma coxpaHeHa. Y MajbuMKa B paHHEM IIocjeorepa-
LIMOHHOM IE€pHOJe OTMeYaiach MHMEKLUs paHbl, COCY-
JIUCTBIA TpaHCIIAHTAT HE ObLI BOBJEUYECH, paHa 3aXWia,
Tepuoa HabMIoIeHUST COCTaBUII 4 Mec, MPU3HAKOB TPOMOO3a
MMITJIAHTUPOBAHHOTO YJacTKa cocyla He oTMevanoch [32].
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3akiroyenne

IIpencraBieHHBIN TUTEPATYPHBI 0030p IeMOHCTPU-
pyeT BO3MOXXHOCTM MPUMEHEHMS PA3JIMYHBIX METOIOB
PEKOHCTPYKIIMU COCYJOB B IETCKOM BO3pacTe B LIEJSIX
NOCTUKEHUSI HEOOXOAMMON paluKaJIbHOCTU XUPYp-
TMYECKOTro JIeUeHUs] MPU PE3EKIMUU OIYyXOJEH, MOCTyN
K KOTOPBIM 3aTPYyIHEH BOBJIECYEHUEM BaXHBIX COCYIU-
CTHIX CTPYKTYp. HO cTOUT momuepKHYTh, UTO MajIOe YMC-
JIO MAallMEHTOB, PA3JIMYHbIEC TUIIbI OITYXOJIEH, pa3IuuHbIE
BUJIbl PEKOHCTPYKTUMBHBIX BMEIIATEJbCTB Ha cocynaax,
KOPOTKU1 Mepuos HabJMIoAeHUI — BCe 3TO He I03BO-
JISIeT cleaTh OKOHYATebHbIE BHIBOALI HanboJjee ONTH-
MaJIbHOTO TOAX0Ma B BBIOOPE TaKTUKHU XUPYPTAYECKOTO
JICUeHUsI Ha OCHOBaHMM aHaIu3a JUTepaTyphl. JJaHHBII
BOIIPOC TpeOyeT MPOIOKEHUS U3YUeHUST, C TPOBEICHM -
€M MHOTOLIEHTPOBBIX UCCJIEIOBAHUIA.
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Conditioning regimens prior to hematopoietic stem cell transplantation (HSCT) are often accompanied by a period of aplasia characterized by
severe neutropenia, anemia, and thrombocytopenia. Long-term antibacterial and immunosuppressive therapy in patients with graft-versus-
host disease (GVHD) exacerbates hematopoietic depression. Colony-stimulating factors, erythropoietins, and thrombopoietin receptor agonists
are used to correct hematological dysfunction in these patients. However, these drugs have side effects, and their stimulating effect, as a rule,
is limited to one of the hematopoietic lineages. At the same time, in patients after HSCT, for the prevention and treatment of hematopoietic
disorders against the background of GVHD, it is necessary to use drugs that promote the restoration of all hematopoietic cell lines. Inducers
of Toll- and NOD-like receptors, stimulators of emergency hematopoiesis, can be considered as promising drugs for this category of patients.
These compounds include bacterial derivatives and sulfated poly(oligo)saccharides capable of stimulating hematopoiesis, which allows us to
consider them as promising stimulants of hematopoiesis for the treatment and prevention of disorders of the immune status and hematopoiesis
in GVHD.
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Beenenue

AmyioreHHasi  TpaHCIUIAHTALMSI ~ Te€MOITO3TUYECKUX
ctBosioBbIX KJeToK (aymo-TI'CK) siBnsiercst neueOHOM
OIIIMEN MPU pa3IuYHbIX 3a001€BaHUX, BKIOYasl OINpe-
JIeJIEHHbIE UMMYHOJE(MULINTBI, BPOXKIEHHbBIE HAPYLIEHUS
MeTadoIu3Ma U TeMaTOJIOTMYECKUE 3JI0KAYeCTBEHHbIE
HoBooOpaszoBaHus [1]. [lepen TpaHcraHTauuel peuu-
MMUEHT MOJy4YaeT PeXUM KOHIUIMOHUPOBAHUS, COCTO-
SIIAN U3 XUMMUO- WA XUMUOJYYEBOW Tepanuu, 4YTOObI
SJIUMUHUPOBATH COOCTBEHHYIO CUCTEMY KPOBETBOPEHUS
U cO3[aTh MPOCTPAHCTBO ISl JOHOPCKUX T€MOIO3TUYE-
ckux cTtBosioBbIX KieToK (I'CK) n keTok-mpeiecTBeH-
HukoB. Kpome Toro, mauveHtam sl peroOTBpAILEHUS
OTTOPKEHUSI JOHOPCKUX KJIETOK MUMMYHHOU CUCTEMOW
XO3MHA Ha3HayalTcd WMMyHocynpeccaHThl. [locie
TI'CK BoccTaHOBIIeHME KPOBETBOPHOW W WMMYHHOU
CHUCTEM TIPENCTaBIISIET COOOM CJIOXHBII MPOLECC, KOTO-
PBIiA MOXET 3aHSATh OT HECKOJbKUX MECSILIEB 10 HECKOJIb-
kux JieT [2]. [Tocne KOHAUITMOHUPOBAHUS y PELIMTTUEHTOB
I'CK uacro HacTymaeT arutacTU4ecKuil Tepuoj, Xapak-
TEPUBYIOLLMICS TSKEJIBIMU HEWTPONEHUEH, aHeMUeHl
U TPOMOOLIUTONIEHUEN, YTO MMPUBOAUT K BBICOKOMY PUCKY
UHOEKIIMOHHBIX U TeMOPpPArMueckrux OCJIoXHeHui [3].
ITemomostruueckass nuchyHKLMS, CBSA3aHHAS C peakiiu-
el «TpaHcIIaHTaT npoTuB xo3sauHa» (PTIIX), oGbruHO
3aTpParvuBaeT HE TOJbKO HEUTPODWIbI U JUMGBOLUTHI,
HO W BCE JIMHUU KPOBETBOPEHMUS, BKIIIOYAs 3PUTPOIOA3
U TpoMOO1IUTOMO033 [4, 5].

M3-3a BBICOKOTO prUcKa CMEPTHOCTU OT MH(MEKIMOH-
HBIX ocyiokHeHuil mauueHTsl ¢ PTIIX momyvarooT miu-
TEJIbHYIO0 MTPOTUBOBUPYCHYIO, TPOTUBOIPUOKOBYIO Tepa-
MU0 U aHTUOWOTMKHM IUPOKOTO CIIEKTpa AeicTBuUs [6].
AHemus, JNeHKONeHUs U TPOMOOLMTONEHUS SIBIISIOTCS
MPOSBJACHUSIMU TOKCUYHOCTA HEKOTOPBIX MPOTUBOBU-
PYCHBIX M NTPOTUBOTPUOKOBBIX Tipernapatos [7]. Hapye-
HUS KPOBETBOPEHUSI TAKXKE CIIYXKAT 4aCThIM MOOOYHBIM
3bdeKToM JieyeHUsT aHTUOMOTUKAMM, HE3aBUCHUMO OT
TAMa ucTnosib3yemoro mpernapata [8]. Takum obOpasom,
y 6ombHbIX Tocie TTCK mist npodunaktuky u nedeHust
HapylieHus1 remMornos3a Ha ¢doHe PTIIX HeobGxoaumo
MPUMEHEHUE MPenapaToB, CIIOCOOCTBYIOLIUX BOCCTAHOB-
JICHUIO BCEX JIMHUI reMomnoa3a.

CruMyngnus 3puTponodsa

PekoMOMHAHTHBIN ~ YETOBEYECKUI  DPUTPOIMOITUH
(BI10) ObUT IPU3HAHHBIM CPEJICTBOM JICUCHUST aHEMUU

MpU OHKOJIOTMYECKuX 3aboneBanusx [9, 10]. OgHako ero
MPUMEHEHNE TI0CTIe TPAHCTUIAHTAIIMU CTBOJIOBBIX KJIETOK
TMOJTHOCTBIO He ycTaHOBIeHO. HekoTophle nccienoBaHmst
mokKasaju, 4To ucroiabzoBanue D10 y manmeHToB mocie
TpaHcmaHtauuu nepudepuueckux ['CK Obimo cBsza-
HO Cc Oosiee OBICTPBHIM BOCCTAHOBJIEHMEM TeMOTJIIOOMHA
U CHUXKEHHMEM TTOTPEOHOCTH B TpaHCQY3USIX IPUTPOIUT-
conepxamux cpen [11].

JI1st CTUMYJISILIMY 3PUTPOII033a TTOCIIE UCTIONb30BaHUS
XUMUOIIPETIapaToB W/WIN JIy4eBOW TEparuy MPUMEHSIOT
aputponoa3cTumyupytomue npernaparsl (DCIT), K koTo-
PBIM OTHOCSIT STO3TUHBI: 3MOATUH aibda (DpaibdoH,
Brpekc, DTOKpUH), 31103THH 0eTa (PexopMoH, DosTnH
6era, Bepo-DmnoatuH) u nap6smoatuH anbda (Apanect,
Bionesp 40). INIpemapaTel 3TUX TPYIIT MOTYT UCIOJb30-
BaTbCs MpU MuUeoaucIiacTuiaeckux cunapomax (MJIC)
[12]. Kpome TOro, OHM PeKOMEHIOBAHbI TIPU MTOYEYHOM
HEJIOCTaTOYHOCTH, COTPOBOXIAIOMICHCS CHUXEHUEM
nponykunu 3HporeHHoro D10, U MOryT IPUMEHSIThCS
JUISL Tepanuyd CUMIITOMATUYEeCKON aHEMUU Y B3POCIBIX
OOJILHBIX C HEMUETOUTHBIMU 3JI0KAY€CTBEHHBIMU HOBO-
00pa30BaHUSIMU.

IMocme TI'CK y G0oabIIMHCTBA MTAIIMEHTOB BO3HUKACT
JunTenbHas aHeMus [ 13]. YauTsiBasi TECHYIO CBSI3b MEXIY
YPOBHEM TEeMOTJIOOMHA M KAYeCTBOM XW3HU, BO3HUKAET
HEOOXOMMOCTh B BOCCTAHOBJICHUM 3PUTPOIIOI3a Y BTUX
60JIbHBIX [9]. B HECKONBKMX MPOCMEKTUBHBIX UCCIEN0BA-
HusIx s gedenust anemuu nocie TTCK ucnonb3oBanu
BeICOKME 10361 D110 BHYTpMBEeHHO, HAYMHASA C 1-TO THS
U TIpoJoJiKasl B TeueHue 1—2 Mec Win 10 MPYKUBIICHUS
SPUTPOUTHOTO TPAHCIIAHTaTa. DTU UCCIEJOBAaHUS HE
rmokaszanu 3HaunmMoii apdexktTuBHOocTH Tepanuu D110 [14,
15]. PesynbraThl e ApPYroro peTpocrneKTUBHOTO UCClie-
JIOBaHUSI TIPOJIEMOHCTpUpPOBaiu, uto Ttepamnus OI10,
HauuHalomasics Ha 28-% NeHb TMocje ayTOJOTUYHOM
TICK (ayto-TI'CK), Oblma BbICOKOA(D(hEKTUBHOM ISt
YBEJIMUEHUST YPOBHSI TEMOTJIOOMHA, a BHYTPUBEHHOE BBE-
JIEHUEe TIPerapaToB XkeJie3a yIydIiaio MoKa3aTeJn KpoBU
Y HEKOTOPBIX TTALIMEHTOB C HU3KUM YPOBHEM HACKIIIIEHUS
TpaHchepprHa [16]. MHOTOIIEHTPOBOE MPOCIEKTUBHOE
PaHIOMU3UPOBAHHOE MCCJIEOBAHNE OLIEHWIO BIUSHUE
Jnap0s1moaThHa anb(ha B COUETAaHUY C BHYTPUBEHHBIM BBE-
JIEHUEM TIPEeTapaToB XeJjie3a Ha BOCCTAHOBJIEHUE IPUTPO-
uutoB rocie ayto- TT'CK. Tepserit ahcdexTBHO BoccTa-
HaBJIMBaJI KPOBETBOPEHUE DPUTPOUTHOTO POCTKA TOCIE
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ayro-TI'CK mpu Hauase BBeneHMs Ha 28-i IeHb IOCie
TpaHCIUIaHTallMU. BHYTpUBeHHOE BBEICHUE caXxapaTHOTO
KOMILIEKCa XeJjie3a JOMOJHUTEIbHO YIIY4Ilado BOCCTa-
HOBJIEHUE 3pUTporos3a [17]. XoTs rmpu HermocpeacTBeH-
HOM BBEICHUHU TIperapaTa U HaOJIOACHUN 32 OOTbHBIMU
B TCUCHUE HECKOJBbKHUX THEU MapaMeTpbl 0€30MaCHOCTU
Tepanuu ObLIY XOPOIIMMU, TpedyeTcs: 0oJiee UTUTEIbHOE
HaOJIooeHNe 3a IMallMeHTaMU, ITOCKOJIbKY HEKOTOpPhIe
MeTaaHaJIu3bl YKa3bIBalOT Ha MOBBIIICHHYIO CMEPTHOCTh
B HCCJICAOBAaHUU U YXYAIICHWE OOIIeil BbDKMBAEMOCTU
Yy OHKOJOTMYeCKUX 00JbHBIX, moaydatommux DCII, oco-
OCHHO IPHU OTCYTCTBUM COIYTCTBYIOIIECH XMMUOTEpATUN
(XT). C mpyroif CTOpOHBI, HEKOTOpPBIC HCCICTOBAHMS
in vitro 1 Ha XUBOTHBIX MOJEJISIX BBISIBUJIN BO3MOXHOE
BJIMSIHUE 3Kesie3a Ha pocT omyxonu [18, 19]. MeTtaaHanusbl
MPOJEMOHCTPUPOBaIN 1,6-KpaTHOE YBEIMYEHME PHCKa
TpOMOOIMOOTNUECKUX OCIOXHEeHUI Tpu Teparnmuu DCII
Y OHKOJIOTUYECKUX 00abHBIX [20].

OmHako IpU BBICOKOI KOHLIEHTPAIIMM YHIOTEHHOTO
BI10 (= 500 EA/n) nmpu MJC BeposITHOCTh OTBETa Ha
JICYEHHUE 3MOATUHAMM U apO3IIO3TMHOM HE3HAUYUTENIb-
Hasl. B 3TuX cuTyamusx peKoMeHI0BaH K UCI0JIb30BaHUIO
npenapat Jgycrarepuent (Pebio3w), KoTopheiit 3aperu-
CTPMpPOBaH [IJIs1 JieUeHUsI OOJIbHBIX C OeTa-TajacceMuei
n MIC. OH cTUMYIUpPYET SPUTPOITOI3 HE 3a CUET B3au-
MoneiictBus ¢ peuentopoM D10 (EpoR), a myreM cBsi-
3bIBAaHUSI C DHIOTEHHBIMM JIMTaHOAMM CyMepceMelcTBa
TpaHchopmupyoiero ¢akrtopa pocra oera (TGF-p),
PEryJIMPYIOIIMMHU 3PUTPOIIO33 Ha MO3AHEM CTaaum.
CuuTaeTcs, 4To JIycrmaTeplenT padoTaeT KakK JIMTaHIHas
JIOBYIIIKA, CACPXKMBAIOIIAs MATOJOTMYECKYI0 CHUTHAIM-
3aumio Smad2/3, OTBETCTBEHHYIO 3a Hed(DMHOEeKTUBHBIM
sputpornod3. CHuxeHue mnepegayum curHaioB SMAD
MMPUBOAUT K YCKOPEHHOMY CO3PEBaHMIO SPUTPOLIMTOB
[21]. HaubGonee BakHBIMM HeXeJlaTeJbHBIMU SIBJICHU-
SIMU, 3apeTUCTPUPOBAHHBIMU TIpu TipuMeHeHuun DII10,
SIBJITIOTCSI: apTepualbHasl TUIEPTEH3MS; liepeOpaabHbie
CyIOpOry/TunepToHnYecKasi 3HIiiedaaonaTus; TpomMoo-
aMO0IMs; NeULIUT KeJie3a; TPUIIIONOA00HbBII CUHIPOM
[22].

CruMynsnus rpaHyJIoIUTONn033a

J71s CTUMYJISIIIAY BBIPAOOTKM TPaHYJIOLIMTOB B KJIMHU -
YECKOI MpaKTHUKE MCIIOIB3YIOT IIpernaparbl I'paHyIO0II-
TapHOIo KoJjioHHecTumMyaupyiomero ¢akropa (I-KC®D):
unarpactum (Hermuko3uiaupoBaHHblii [-KC®), jeHO-
rpactuM  (rauko3wiaupoBaHHbii [-KC®), a Takxke
mmpenaparbl T'paHYJIOLUMTapHO-MaKpoharaabHOro KOJIO-
Huectumyupymoiiero ¢akropa (F'M-KC®) (capramo-
CTUM, MOJITPAMOCTUM) U TIATPUArpacTuM (huiarpactTum,
COCIMHEHHBIN C TOJUATWICHIJIMKOIEM) U MX aHAJIOTH.
Opnnaxko 'M-KC® He peKOMEHIYIOTCS KCITOIb30BaTh IS
MpoPUIAKTUKU U JieueHUsT (PeOpUIbHON HEUTPOIeHU!,
TaK KakK 3TO CONpPOBOXAaeTcsl 00jiee BHICOKOI 4acTOTOM
no0ouYHbIX 3¢ GeKToB [23].

I'-KC® npumensercs nocie amio-TI'CK mist mpodpu-
JIAKTUKM M JiedeHus HeiTponeHnu [24—26]. Heckonbko
nccienoBaHuii mokasanau, 4to [-KC® ykopaumBaeT
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(hazy HelTporeHUM IO CPaBHEHUIO C KOHTPOJBHOI
TPYIIION, He mony4vaBiieii JedyeHus. Ha aTom ocHoBaHUM
AMepUKaHCKOe OOIIECTBO KJIMHUYECKONW OHKOJOTUU
pekoMeHmoBajio wucroiab3oBath I'-KC® mocie TI'CK
B KadecTBe npodunaktuku [27]. Bmecte ¢ TeM BbICKa-
3bIBAIOTCS MTPOTUBOPEYMBBIe MHEHMS O BiausHuu [-KCD
Ha BeIpaxkeHHOCTh PTTIX. B HeKOTOpBIX McclieqoBaHUAX
ObU1 oOHapyxXeH moBbIIeHHBINH puck PTIIX u cHuxe-
HUE TIOKasaTejieli BBDKMBAEMOCTH IIpU IPUMEHEHUU
I'-KC®, Torna kak apyrue aBTopbl mogooHoro addexra
He otMevanu. Ha mpimmnHoit mogenu PTIIX Ob110 moka-
3aHO, 4To I'-KC® MOXeT MHIYyLMpPOBaTh alJIOPEaKTUB-
HOCTh ITOCPEICTBOM aKTHBALIMU T-KJIETOK 1 HATypabHbIX
KWJJIEPOB, U TaKuM obpaszom ycyryonars PTIIX mocne
TpaHCIUTaHTalMu KoctHoro mo3ra (KM) [28—30]. IIpo-
BEICHHBINI MeTaaHaIU3 7 PaHIOMM3MPOBAHHBIX KIMHU-
YECKHUX MCCJIeNOBAHUI TTOKa3al, YTO MPOPUIaKTUIECKOE
npuMmeHeHne ['-KC® cHmxano puck nHGEKLIUI 1 BpeMst
BOCCTaHOBJICHMSI a0OCOJIOTHOTO 4YMKClIa HEUTPODUIOB
y MaureHToB nocie Konaumonupoanus u TI'CK. Tem
He MeHee He ObLIO pa3IM4uii MeXIy IpYIIoi, MmojiyJyan-
el I'-KC®, u rpynmnoii miauedo B OTHOILEHUU CMEPT-
HOCTH, B TOM YMCJI€ CBSI3aHHOW ¢ MHMEKIIMOHHBIMU
ocnoxHeHussmu u octpoit PTITX II-IV cTenenu, a takke
3IMU30J0B Juxopanku [31].

Takum o6Opa3om, TipoMIaKTUKA HEUTPOIeHUU
I'-KC® npoaeMoHCTpUpoBajia BBICOKYIO 3(PdEKTUB-
HOCTh, OJHAaKO IPUMEHEHHE 3TOT0 KOJOHUECTUMYJIH-
pymoiiero ¢akropa COMpsIKEHO C BEPOSITHOCTHIO ITOBBI-
LIeHUsT pUCKa Pa3BUTHS OCTpoii u xpoHudeckoir PTITX.
DTOT 3P DEKT ABIIETCI 0OCOOEHHO 3HAYMMBIM Y MallueH-
TOB, KOTOpKIE TToy4aoT XT B KauecTBe KOHAULIMOHUPO-
BaHUs Tepen TpaHcruiaHTtauuei [32]. B nenom poctoBbie
(bakTOpHI TTO3BOJISIIOT CHU3UTD JIETAIBHOCTD, CBSI3aHHYIO
C JIeYeHUEM, U YIYYIIUTh COOTIOACHNE TepareBTUYECKUX
PEXMMOB C TOYKU 3pEHUST COOITIONCHUS CPOKOB ITPOBEIL-
HHUSI KYpCOBOTO JIEUeHUS U 103 Ipernapartos [33].

B xnuHMYecKkoil MpakTUKe CJenyeT YYUTHIBATb, YTO
nociie Kypca XT Ha ¢poHe npuMeHenust ['-KCD B o01em
KJIMHUYECKOM aHaJIM3€ KPOBU BO3MOXHO HAJIMUME OJ1acT-
HBIX KJIETOK, YTO MOXKET MMUTUPOBATh OTCYTCTBUE OTBETA
Ha JiedyeHue npu octpoM Jieiikose unu MJIC. Bmecte ¢ Tem
I'-KC® moxeTr oka3bIBaTh CTUMYJIMPYIOLIEE IeCTBIE HA
TpaHC(OPMUPOBAHHBIE KJICTKH, CIIOCOOCTBYSI yBeIUYe-
HUIO TIPOMOJKUTEIBHOCTA HMX XKM3HU, Ipoaudepaiun
1 Murpauuu [34].

CruMyngnus TPOMOOIUTON033a

J1o mpyMeHEeHMsI B KIIMHUYECKO ITpaKTUKe arOHUCTOB
perentopoB TpoMmbomnoatuHa (TI1O-PA) nina mamveHTOB
C UMMYHHOI TPOMOOLIMTOIIEHUE MCIONb30BaId PUTYK-
cumab u crieHakTomuio. Oda BapuaHTa ObLIM (PdeK-
TUBHBIMHM, OJHAKO [OJIFOCPOYHBIA OTBET HAaOII0maJICs
y2/3alMeHTOB NOCJIe CITICHAKTOMUU U TOIbKO Y 20—30 %
nocie mnpuMeHeHus putykcumada [35]. Kpome Toro,
IOCJIe CIUICHOKTOMMU OTMEYaliCsl ITOBBIIIEHHBIA PUCK
WH(PEKINH 1 TPOMOOIMOOIMU 1 HEKOTOPOE MOBBILICHNE
YaCTOThI MH(EKIIUI TTOCIIE Teparuy puTykKcuMaoom [36, 37].
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TIIO-PA (poMumuiocTuM U B3ATpoMOOMNAar) mpem-
CTaBJISIIOT COOOI Npyroil MoaxoJ K Teparnuu TpoMOo-
LIMTOTICHUY, TTIOCKOJbKY MOTYT IIOAIEPXKUBATh KOJMYE-
CTBO TPOMOOIIMTOB UIMTENbHOE BpeMs. Pomuruioctum
U 3JITPOMOOIIAT CBSI3BIBAIOTCS C PELIEITOPOM TPOMOOIIO-
stuHa (TT10), BbI3BIBast KOHGOPMAIIMOHHBIE U3MEHEHUS
peuentopa TI1O, aktuBanuo nytu JAK2/STATS u, kak
CIIENCTBUE, YCWICHUE TMpoaudepanuu MpeaiiecTBEHHN-
KOB MErakapuoOILIUTOB U yBEIMYECHUE MPOAYKIIUU TPOM-
6o1uTOB. PoMuUIIIOCTUM TpencTapisieT codoit menTuaIHoe
AHTUTEJIO, KOTOPOE HAMPSIMYIO M KOHKYPEHTHO COSIMHSI-
ercd ¢ caittom cBsi3piBaHusa TI1O, Torma kak 3aTpoM060-
mar — 3TO HeOOoJIbIIIasl MOJIEKYJIa, KOTOpasl CBSI3bIBACTCS
¢ TpaHcMeMOpaHHBIM caiitom [38, 39]. HegaBHuii MeTta-
aHaJIM3, B KOTOPBIM ObLIM BKIIOYEHBI 1126 mammeHTOB
¢ TpoMOouuToneHuei, mokasana, yro TI1O-PA 3Haum-
TEJIbHO YBEIMYMBAIU COAEPKaHE TPOMOOIIUTOB U 4aCTO-
Ty YCTOMYMBOTO OTBETA 10 CpaBHEHUIO ¢ Taie6o [40].

Tpomobomuronenus mocine amio-TI'CK gBnsercs
OOBIYHBIM OCJIOXKHEHHEM M YacTO MOXKET YBEJIMYUTH
3a001eBaeMOCTb U cMepTHOCTh [41]. TlpojoHrupoBaH-
Hasl M30JIMpOBaHHAas TPOMOOLIMTONEHMST OblIa OIMMcaHa
B 5—20 % ciyyaeB U ompeesisieTcs Kak IepcucTUpyolas
tpoMmbouuTonenus (< 20 x 10°/11), cBsi3aHHas1 ¢ HOpMaJib-
HBIM YMCJIOM KJIETOK KPOBU APYIUMX JIMHUHA WUIX HEOOXO-
JMMMOCTBIO TIepeIUBaHUS TPOMOOLIMTOB. DTO MOXET OBITh
BbI3BAHO AHTUTEJIAMU, CIUIEHOMETAIMEN WU 3a1€PKKON
MPOAYKIIUM, CBA3aHHOM €O CHIUKeHUeM auddepeHm-
pPOBKM MerakapuouuTos. TpomoOormToneHus Ha 60-i 1eHb
nocne amno-TI'CK sBnstercss He3aBUCUMBIM (haKTOPOM
HeOnaronpusaTHOTO NporHo3a [42]. BapuaHThl neyeHus
TpoMbonuToneHuu nocie amio-TICK HescHBI 1 00bIU-
HO OCHOBaHBI Ha 3aMECTUTEJIbHON Teparmuy TPOMOOKOH-
1eHTpaToM. TeM He MeHee TpaHC()Y3MOHHas TOoLIepKKa
CBSI3aHA C HECKOJBbKUMMM TMOOOUYHBIMM 3(ddekTamu,
TaKMMU KaK BbIpabOTKa aHTUTEJI K TpoMOoLMTaM (aio-
UMMYHU3aLMsA), T. €. pedpakKTepHOCTh K TpaHCDY3USIM
TPOMOOIIUTOB, UH(PY3NOHHBIC PEaKIIUU, OCTPhIE ITOBPEXK-
JIEHUSI JIETKUX U CEPIILIa, a TAaKXKe TSKETbIM (PMHAHCOBBIM
opeMmeHeM. [ToporoBblit ypoBeHb JIJis TPOPUIAKTUIECKO-
ro TepeMBaHUs TPOMOOIIMTOB YCTAHOBJICH Ha I'paHUIIC
10 x 10°/11. ITpocneKTHBHOE paHIOMU3MPOBAHHOE UCCIIC-
JIOBaHHWE TPUITEPHOTO YPOBHS MPOMIIAKTUUECKOTO
nepenuBaHus TpomobonuToB 10 x 10°/1 mo cpaBHEHUIO
¢ 30 x 10°/n y peuunuenTtoB nocie auto-TTCK monrsep-
JIAJIO, YTO TPUITEPHBIA ypoBeHb MeHee 10 x 10°/1 3Hauyu-
TEJbHO CHUXKACT KOJWYECTBO IEPEeJIMBaHUI TPOMOOII-
TOB M CTOMMOCTb, HE YBEJIMYMBAsI YaCTOTY WJIM TSKECTb
reMopparuJueckux ssjaeHuii [43].

Jsa TITO-PA, poMumniocTiM M 3JTpoMOoOmar, mpu
WUMMYHHOI TpomOouuToneHuueckoir myprype (MTII)
MMEIOT OYEHb BBICOKUI MOTEHIIMA TTOAEPKUBATh KOJIU-
YECTBO TPOMOOIIMTOB IPHU €KETHEBHOM MJIN €XKEHEIeb-
HOM BBeAeHMHU. VX 11e1b — TommepKuBaTh KOJIUYECTBO
TPOMOOLMTOB y TMALMEHTA 10 Te€X IMOp, MoKa He Oyner
JIOCTUTHYT aIeKBaTHBI YpOBEHb U JIeUYCHME OOJIbIIIE HE
notpedyercs. TITO-PA 6butn nunensuposanbl B CIIHA
st nedenust UTIT B 2008 1., 1 ¢ TeX MOp UX UCITOJIb30Ba-
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HHE BO BCEM MUPE ITOCTEIICHHO YBEJIMYMBACTCS; B HACTO-
d1Iee BpeMsi OHM 3aperucTpupoBaHbl Oonee yeM B 100
MMPOBBIX cTpaHaX. sl CTUMYJISILIMK TPOMOOLIMTOII093a
npu UWUTII 3apernctpupoBanbl mnperapatbl TITO-PA —
poOMUILIOCTUM (DHIUIENT) 1 3aTpombornar (PeBoneiin).

HemaBHo ObLIO MCCIeIOBaHO MCITOIb30BAaHUE ME3CH-
XUMaJIbHBIX CTBOJIOBBIX KjIeToKk (MCK) B kavecTBe
noteHuanbHoil ansrepHaTuBbl [CK. MCK otnnuaroTcs
ot I'CK TeM, 4TO UX He HYXKHO COOMpaTh y MEPBUYHOTO
noHopa ajoreHHbiXx 'CK, a BMecTo 3TOro Mx MOXKHO
cobupaTth y TpeThero nuiia. X. Liu et al. mpeacTaBuIm qaH-
Hble 0 20 mamuenTax, nojayyasmux MCK: y 17 HaGmona-
JIOCh BOCCTaHOBJIEHUE KPOBETBOPEHMS, HOY 13 pa3BUINCH
vH(pEKINN, B TOM 4ucie y 7 — BuUpyc Dniurteiitna—bapp
(BBb), y 3 u3 Kotopbix Habmomanoch cesg3zanHoe ¢ BOb
MOCTTpPaHCIJIAHTALIMOHHOEe  JIMMdonpoardepaTUBHOE
3aboneBanue [44]. B kIuHMYECKOM paHIOMU3UPOBAH-
HoM nccienoBanuu dassl 11, Bkioyasiiem 60 manyueHToOB
CO CTOMKOH TpOMOOLIMTONEHUEN WIM HEUTpONeHUeH
nocie TI'CK (53 — amnoreHHbIX U 7 — ayTOJOTUYHBIX),
4yacToTa OTBETOB COCTaBWIa B JiedyeOHOM rpyrmne 36 %
M IOCTOBEPHO HE OTJIMYaliach OT AAHHOIO IOKa3aTes
B KOHTPOJIbHOI rpyrine — 28 %. OgHako 1o CpaBHEHUIO
¢ IPYIIOoii TIane0o, JedyeHre JITPOMOOIIAaroM IPUBOAM -
JIOo K 00Jiee BBICOKOM q0J1e MalMeHTOB CO CTOMKOM TPOM-
ooumToneHueit mocyie TI'CK, mocTurimx ypoBHS TpOM-
6oumToB > 50 x 10°/1. YacToTa pelMaIUBOB X CMEPTHOCTD
OBbLIM ONMHAKOBBIMU B 00euX rpymmax [45].

DaTpomOoIIar, omoOpPEeHHBIN AJIs1 JIeueHUsT pedpakTep-
HOM uanonaTu4yecKoi TpoMOOLIUTOIIEHUYECKOM Iy PITyphl
[46, 47] v TPOMOOLIUTONEHNH, BTOPUYHOM 11O OTHOIIIE-
Huto K nHpekuuu renatuta C [48], Takke MCIOIb30BaH
y MallMEeHTOB ¢ pedpaKTepHOI araacTUYecKoil aHeMueit
C MHOIOJIMHEMHBIMU OTBETaMM, IOIACPKMBAIOILIUMU
npsaMyio ctumynasiunio BepkuBIINX ['CK [49]. Dnrpom-
oomar wHayuupyetr auddepeHpoBKy kietok CD34*
B KIJIETKU-TIpEIIIeCTBEHHUKN MerakapuouutoB CD41*
[50]. Kpome Toro, aTOT IipenapaT CTUMYJIUPYET PeLenTOp
¢c-MPL 1 MoxXeT yay4liaTh reMOIo33 KJIETOK 3PUTPOU/I -
HOM, TpOMOOIUTAPHOU M HelTpoduabHON nuHUi [51].
VYV 6onbHBIX mocie amto-TI'CK, monyyaBmimx 3aTpoMm-
oomar, yacrora obiiero orsera Ipesbiciiia 60 %. Bo
BpeMsI JIeYeHUsT IPUMEPHO y 15 % maimeHToB pa3BUIMCh
M3MEHEeHUs1 (YHKLMU Ie4eHU (MOBBIIIEHUE TpaHCaMU-
Ha3 boJiee 4yeM B 2,5 pa3a WJIM ypOBEeHb OMJIUPYOMHA ObLIT
B 2 pa3a BbIIlIe HOPMBI), HO HA OIMH OO0JIbHOM He MpeKpa-
TWJI JIeUeHUE 13-3a MOOOUHBIX 2(D(MDEKTOB UIN HETIEpEeHO-
cuMocTu [52—54]. PomurioctuM ogoOpeH AJIst Je4eHUs
pedpakrepHoii xpouudyeckoit UTII. Kak pomuriioctnm,
TaK U 3JITpOMOOIAr JeMOHCTPUPYIOT MHOroo0eIalolIe
a(deKTH NP JIeUeHUM TPOMOOIIUTONIEHUM, CBSI3aHHOM
¢ MJIC [55].

B pspme HeOONMbIIMX KIMHUYECKUX HAOJIOIeHUI,
BKJIIOYABIINX OT | 10 7 MallMEeHTOB, KIMHWYecKast apdek-
TUBHOCTh POMUILIOCTMMA y OOJbHBIX C TPOMOOLIUTOIIE-
nueit nocie auto-TI'CK gocrurana 86—100 % [56—359].
M.E. Hartranft et al. mokasanu, uro cpenu 13 u3 93 maru-
E€HTOB, TOJY4YaBIINUX pPOMUILIOCTUM Tocie amio-TICK,
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y 54 % KOIMYeCTBO TPOMOOLIMTOB HOCTUIVIO MJIM IIpe-
Boick10 50 % 10°/1m uepe3 14—46 cyT mocie Havajia Ipu-
MeHeHus1 pomuiioctuma [60]. HegaBHee uccienoBaHue
¢a3sbl | 6e30macHOCTH ¥ MEPEHOCUMOCTH POMUIIIIOCTAMA,
BKmtovaBiiee 20 MalKeHTOB ¢ TPOMOOLIMTOIIEHUEH ITocie
TpaHCILIAHTALIMM CTBOJIOBBIX KJIETOK ITyIIOBMHHOM KpO-
BU, IPOJEMOHCTPUPOBAJIO, UTO J03a 10 MKT/KT SBIsIeTCS
MaKCUMaJIbHO MEePEHOCHMMOI B 3TuX ycioBusax. ¥ 90 %
0OJIbHBIX, TTOJIyYaBLINX POMUILIOCTUM, ObLIO TOCTUTHYTO
BOCCTaHOBJIeHUE TpoMboLuToB 10 50 % 10°/1 ipu Meau-
aHe 48 nHeil 1o cpaBHEHUIO € 75 % KOHTPOJIbHOM IPYIIIIbI
mpu menuane 52 gHg (p = 0,09) [57].

B ¢Bsi31 ¢ 0OHAaAEKMBAIOIIMMHU PE3yJIBTATAMU UCITIOJIb-
3o0BaHMsl 3TuX mnpernaparoB npu UTII mpoBoasdTcs ux
KnuHnueckue ucciaegosanus npu M C. Hanpumep, npu
uccnenoBaHuu ¢asbl I/11 y 60JbHBIX HU3KOTO PHCKa OTBET
Ha JIeYeHUe M0 MeTaKapMOLIMTAPHOMY POCTKY COCTaBMJI
46—65 % (61, 62].

Opnako TITO-PA moryt BBI3BIBATH crielipUIecKue
HeXXeJlaTebHbIe SIBIICHMS, TaKhe KaK ToJIOBHasl 0OJb,
WHQEKIINN BEPXHUX IbIXaTeIbHBIX ITyTeil, Ha30(hapuHTUT,
Japesi, OBbILIEHKE YPOBHSI TpaHCAMKMHA3 U OMIMpPyOUHA
[63]. Knuauyeckn 3HaYMMBbIe TOO0YHBIE 3P PEKTHI B 000-
nX paboTax ObIIM peaKMMU. B JOKIMHUYECKUX UCCIenO0-
BaHUSIX OBLIO YCTAHOBJIEHO, YTO IPU HCIIOJIb30BaHUU
TITO-PA B nmo3ax, mpeBBIIAIOIIMX TepareBTUYECKUE,
y KpbIC pa3BUBalOTCs KarapakTa u ¢pudpo3 KM. IIpeamno-
Jaraetcsi, 4To obpasoBaHue ¢uopoza KM obycioBieHO
BBICBOOOXAeHUEM cTuMyaupoBaHHbIMU TITO-PA wmera-
kapuorutamu TGF-B u npyrux HuToKMHOB, CIOCOOCTBY-
IOIIMX CUHTE3Y KoJiiareHa ¢puopoodnactamu [64]. Knuau-
yeckue ucciaenopanust TI1O-PA mpu TpoMGouTorneHUn
nocie awto-TI'CK moarBepxxmaioT ux 3¢p(EeKTUBHOCTD
1 HEOOJTBIIIOE KOJIMYECTBO IMTOO0YHBIX 3 (PekToB. OgHaKO
HEoOXOAUM MaJIbHEUINMI TPOCIEKTUBHBIA aHAIM3 I
oIpeeIeHUs IIPEIUKTOPOB OTBETA U ITOBBILICHUS YPOB-
H$I TOKa3aTeJIbHOCTH [63].

PaHee BbICKa3bIBaIMCh OMACEHHUsI IO ITOBOAY MOTEH-
LIMaJbHOUW TMpojudepannn JIeHKeMUYeCcKUX 0JacTOB
B OTBET Ha 9K30T¢HHbII TPOMOOIOITUH B MCCJICIOBAHMSIX
in vitro, ocodbernHo nmpu MJIC BbicoKoro pucka [66, 67].
CrenyeT OTMETUTD, YTO HU POMUILIOCTUM, HU 3ITPOMOO-
Iar B HacTosillee BpeMsi He OJ00pEHbI ISl IPUMEHEHMS
y nauueHToB ¢ MIAC [12].

IlepcneKTHBHBIE CTUMYJIATOPbI 3KCTPEHHOI0 reMon033a

BakTepuaibHble IepuBaThl — JIMTAHIbI IaTOreHpac-
no3Haromux (Toll-mogo6HbIXx — TITP 1 NOD-11ogo0HbBIX)
peLenTopoB (HaroluToB, XapaKTepU3YIOTCS CIIOCOOHO-
CTBIO K OBICTpOIi MoOMIM3anuu HeliTpoduiioB u3z KM,
MHOYLMPYS 9KCTPEHHBIA MMeaonoas. [lapaienbHo
YBEJIMYMBAETCS 4YacTOTa TIPaHYJIOLIMTAPHBIX IIpelie-
cTBeHHUKOB B KM 1 ycKopsieTcsl KJIETOYHBIN IUKJT JJIsT
MOTIOJTHEHUST MyJia 3peJibIX HEUTPO(pUIOB. DKCTPEHHBII
MMEJION033 HEOOXOMUM i 00phObI ¢ MHMEKIIMeit, Boc-
MOJTHEHMS KOJIMYECTBAa MMMYHHBIX KJIETOK 3a IIpeaeiaMu
KM. B otBeTr Ha gaelicTBUEe OaKTepHalbHBIX IEPHUBATOB
npoucxoaut mpoaudepaunst TCK B KM u cenesenke,
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bopmupyss o0IIMe MHUEIOMIHBIE W TPaHYIOLUTApHO-
MakpoarajibHble TTPOre HUTOPHBIE KOJJOHMEeO0pa3yoline
eAMHUIIBI, KOTOPbIE MO3Xe NUddepeHINpPYIOTCS B OoJiee
3peJible MUEJTOMIHbBIE OISy [68].

ITponykThl 6aKTepHUaTbHOTO ITPOUCXOXKICHHSI, B YaCT-
HOCTU OaKTepMalbHbIN JUMOMOJMCAXapyd, aKTUBUPY-
o1 muddeperHunpoky 'CK B cTopoHy MMeEIOMZHOTO
pOCTKa, MHAYLIUPYS MPOIYKIINIO IIMTOKUHOB 1 POCTOBBIX
(hakTopoB, KoTopble HaueleHbl He Tonbko Ha ['CK, HO
M Ha remonoaTudeckue Huum [69]. TIIP skcnpeccupy-
JOTCSI KaK Ha 3pesIbIX TeMOMO3TUYECKUX KJIeTKaX, TaKUX
Kak Makpodaru m JeHApUTHbIe KieTku, Tak 1 Ha ['CK.
Jluranaer TITP moryt cTumMynupoBath Mposudepalnio
I'CK Ha ¢oHe MMea0abJaTUBHBIX PEXUMOB, KOTOpbIE
YacTO COIPOBOXKIAIOTCS ITyOOKOI JetikoneHueit [70, 71].
DTa aKTUBALMS TEMOITIO3THMYECKUX IIPEAIIeCTBEHHUKOB
MPUBOAUT K YBEIUYCHMIO MPOAYKIIUM KIIETOK-TIPEIe-
CTBEHHUKOB, KOTOphIe IUMDEepeHIIUPYIOTCS B HEUTPO-
(uibl, COCOOCTBYS SKCTPEHHOMY MUEJIOI033Yy [72—74].

Mypamunnentuabl — ¢parMeHThl TEeNTUIOTIMKaHa
KJIETOYHOIl CTeHKM OaKTepuidi paccMaTpUBAIOTCS Kak
CpencTBa KOPPEKIIMA WMMYHHBIX U TeMaToJoThye-
CKMX PacCTPOMCTB, BBI3BAaHHBIX X1 3JI0KaYeCTBEHHBIX
HoOBooOpa3zoBaHuii [75]. B axcnepuMeHTanbHBIX YCJIOBU-
SIX OBLIO TTOKA3aHO, YTO KOMOMHAIIMS MYPaMIUITIEIITUIOB
rpaMOTpULATENIBHBIX OakTepuil (IMOJUMypaMuil) KOp-
pUTHpPYET HapyIIEHUSI TeMOI033a M KJIETOUHOTO COCTaBa
celie3eHKHU, BbI3BaHHbIe 1MKiIodochamuaom (D),
y MbILIEH ¢ IPUBUTOM OImyX0Jibio. MHbekiu 1M mbiiam
MPUBOIWIN K PE3KOMY CHIDKEHUIO KOJMYECTBa JIEUKO-
LIMTOB MPENMYIIECTBEHHO 3a cueT HelTpoduuos. [Tocne
BBeleHMs roumypamuia (860 HI/Mblliib) ObUIO OTMEYEe-
HO OBICTPOE U BBIpAXKEHHOE YBEINUEHUE OTHOCUTEIBHOTO
Yyca TMaJovYKOSIePHBIX HEUTPODUIOB, TPEBHIIIAIOIICE
apdekr I'-KCD. IMoamumypaMusli MHIYLIMPOBaa BbIpa-
0OTKY KOJOHMECTUMYJIUPYIOIINX (DAKTOPOB, YBEINUNBAI
YUCIO MOHOIIMTOB M TIAJOYKOSAEPHBIX HEUTPODUIOB
B KPOBU 3I0POBBIX TOOPOBOJIBIIEB IMOCPEACTBOM CTUMY-
JISIUAKM IATO30JbHBIX penentopoB NODI1 u NOD?2 [76].
Takum o0pa3zoM, UMMYHOTPOIIHBIE TIpernapaThl 0aKTepu-
aJbHOTO IIPOMCXOXICHMUSI MOTYT paccMaTpUBAaThbCs Kak
aKTUBATOPHI KpoBeTBOpeHusI [77].

B kauecTBe CTUMYJISITOPOB KPOBETBOPEHUS OIpEc-
JICHHBII MHTEpeC MPEICTaBISIOT Cyab(aTUupOBaHHbBIE
nonucaxapuabl  (ykougaHbl, XOHAPOUTHUH CYJIbdar,
(byKo3mIMpoBaHHBIN XOHIPOUTHUH), 00JIaNarOIIe TeMO-
CTUMYJIMPYIOIIEH aKTUBHOCTBIO, MPOTUBOBOCIIAIUTE/Ib-
HBIM, HMMMYHOMOIYJIUPYIOIIUM M aHTUKOATYJISTHTHBIM
neictBusimu [78, 79]. @ykouaaHbl IOAOOHO IIperapaTam
0aKTepHaIbHOTO TIPOMCXOXACHUS, OYEBUIHO, OTIOCPEIY-
0T CBOE€ CTUMYJIMpYIOIee AeHCTBHME Ha TeMOIM033 uyepe3
aktuBauio TIIP [80]. Ha mopenu yrHereHus1 reMomno-
93a [I® HeomgHOKpaTHO ObUIA IIPOAEMOHCTPHPOBAHA
TeMOCTUMYJIMPYIOIIasi aKTUBHOCTb CYIb(MaTUpOBaHHBIX
noau(oauro)caxapunos [78, 81, 82]. B wactHocTH, OBLIO
MoKa3aHo, YTO (byKOUIAHbI M XOHAPOUTHH CYyIb(daT CTU-
MYJIMPYIOT 3KCTPEHHBI reMOI1033 y MbIlIei Ha (hOHE TTaH-
LUTONEHUU, MHAyHMpoBaHHOU LIMD, Bo3meiicTBYs Ha BCe
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reMonoatudeckue JuHuM [83]. B otimume ot nmpenaparon
0aKTepuaIbHOTO TPOUCXOXACHUST CYIb(haTUPOBAHHbBIE
MoK (OJIMTO)caxapuabl He 00JIafaloT PeaKTOreHHOCTBIO.
Kpome Toro, ycraHoOBJE€HO, 4TO IIpU II€POpabHOM
BBEIEHUM (PYKOMIAHBI CITOCOOCTBYIOT HOpMaIu3alluu
KMIIEYHOT MUKpoOMoThl. Kak M3BeCTHO, MPOTUBOMH-
(bexiImoHHas Tepanusi MOXET BbI3bIBaTh JAUCOAKTEPU-
03, B TO BpeMsl KaK KUIIEYHbI COCTaB U pa3HOOOpa3ue
KUIIEYHOI MUKPOOUOTHI XKM3HEHHO BaXKHbI UISI HOP-
MaJIbHOTO KpoBeTBOpeHUsT [84]. YcTaHOBIEHO, YTO KOM-
MEHCaJlbHask MUKPOOMOTa 00OECIIeYMBAET HEIPEPHIBHYIO
rnepenayy BOCHAJIMTEIbHBIX CUTHAJIOB HM3KOTO YPOBHS,
MOJIOKUTENbHO Bausa Ha ¢yHkuuio ['CK, ctumynupys
BBIPAOOTKY LIMTOKMHOB HEIreMOITOATUYECKUMU KIIETKaMU
[85]. Bruto moxkazano, uro nipu TI'CK Hanmuume crnenu-
(bryeckrX MUKPOOHBIX CUTHAJIOB BaXKHO IJISI MPVIKUB-
snenus 'CK [86], a nmpucyrcTBre crielu(PUIECKUX BUIOB
mukpobuotsl mocie TI'CK, mo HeKOTOpbIM JaHHBIM,
KoppeaupyeT co cHuxkeHueM cMmeptHoctu ot PTIIX
[87]. DTH pe3yabTaThl MILTIOCTPUPYIOT 3HAUYEHUE MUKPO-
OuomMa i1 BOCCTAaHOBJICHUSI KPOBETBOPEHMSI IIOCIIE
TI'CK. IIpumeHeHue ¢yKOUIZAHOB CIIOCOOCTBOBAIO
cOaJlaHCMPOBAaHHOMY COCTaBY KHUIIEYHOI MUKPOOMOTHI,
a TaKXKe 3HAYMTEJbHO CHMXKaJo aHTUICHHYIO HarpysKy
M BOCIAJIMTEbHYIO PEaKILIMIO 3a CYST CHMKEHMS YPOBHS
JIMTIOTOJIMCAXAPUI-CBA3bIBAIOLIETO OejlKa B CHIBOPOTKE
[88]. DT pe3yabTaThl MOKa3bIBAIOT, YTO (PyKOUAAH MOXK-
HO MCIIOJIb30BaTh B KaueCTBE MOJAYJISITOPA MUKPOOUOTHI
kumeyHuka npu amio-TICK. CriocobHocTh cyabghaTu-
POBAaHHBIX MOJIM(OJIUI0)CaXapua0B CTUMYIMPOBATh KPO-
BETBOPEHUE PACLIMPSET CIIEKTP UX OMOJIOTMYECKOM aKTUB-
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HOCTH U IT03BOJISIET PACCMATPUBATh UX KaK CTUMYJISITOPbI
KPOBETBOPEHMS JUIS JICUeHUS M MPOGUIAKTUKM HapyIle-
HUII UMMYHHOI'O CTaTyca M KPOBETBOPEHMUSI, BbI3BAHHBIX
nMMmyHonenpeccantamu 1 XT, Tipu JiedueHUU U npodpu-
naktuke PTITX [89—91].

3akiroyenne

ITpenapaTbl 6aKTepUaTbHOTO MPOMUCXOXKICHUS U CYJIb-
¢aTrpoBaHHBIC MOJIU(OJUTO)CaXapruabl MOTYT MCITOIb30-
BaThCs TSI YCKOPEHMST BOCCTAHOBJICHUSI KPOBETBOPEHUS
B KOMOMHAIIMY C U3BECTHBIMU CTUMYJISITOPaMU KPOBETBO-
peHus. Bo3MOXHO, 4YTO 3pUTPOIOA3CTUMYIMPYIOLINI
adeKT hyKongaHOB MOXKET OBbITh peaJIn30BaH MpU Tepa-
MUY aHEMUU B YCIOBUSIX BBICOKOI KoHIIeHTpauuu D110,
4yTo MOXeT HabmogaTbes npu MJIC. Pe3ynbsratel mpume-
Henust DCIT u I'-KC® moryT ObITh YJIYYIIEHBI TUITOTE-
TUYECKOM KOMOMHALIMEN 3THUX MperapaToB ¢ MypaMWJI-
MenTUIAMU, XOHIPOUTUHOM CYIb(haToOM U (HYKOUIAHOM.
IpaHyI0UIUTOCTUMYIUPYIOIINI 3(PPEKT XOHAPOUTUHA
cynbdata U (QYKO3WIMPOBAHHOIO XOHIPOUTHMHA MOXKET
OBITh MCTONB30BaH Il MoOmamzauuu CD34*-ximeTok
npu ayro-TI'CK. BeposTHa mepcrnekTrBa NMpUMEHEHUS
(GyKOMIaHOB COBECTHO C aHTMAHTHOTEHHBIMU IIperapa-
TamMu (TaTUIOMUI, JCHATUAOMUI) TIPM MHOXECTBEHHOM
muenioMme U B couetanuu ¢ TTT1O-PA nipu repanuu UTTI.

Takum oO6pa3om, TIpemnaparbl, OOJamarolIve IOJIU-
(YHKIMOHAIBHOI ~ aKTMBHOCTBIO  (OT  CTUMYJISILIUMA
KPOBETBOPEHUSI 110 TIPOTUBOOIYXOJEBOIO IEHCTBUA),
MOTYT HaliTH CBOIO HMIITY B TEpaIlMH LIEJIOTO psifa 3a0oJie-
BaHWUI1, YTO TpeOYeT MPOBEACHUS TOKIMHNIECKUX 1 KU -
HUYECKUX UCCIIEOBAHUN.
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Beenenne

Petuno6nactoma (PB) — 3710KauecTBeHHAs1 OITyXOJib
ceTyaToil 00010UKM TJ1a3a. 3aboseBaeMocTh Pb cocras-
qstet 1 cayyvaii Ha 14 000—18 000 >KMBBIX HOBOPOXKIEHHBIX
BO BCEM MUPE, YTO COOTBETCTBYeT IpuMepHO 9000 HOBBIX
ciydaeB Kaxawiii ron [1—3]. HecmoTpst Ha TO, 4TO 3TO
JIOBOJIbHO peiKasl MaToJIOTHS, 3TO camas JacTasl 3Jl0Kave-
CTBEHHAs OMyXOJb I1a3a y aereit 1o 3 ner [4]. C pa3Bu-
THEM MEIMIIUHBI B CTpaHaX ¢ BHICOKMM YPOBHEM J0XOJa
JIETaJJbHOTO MCXOIa YyaaeTcsl u30eXaTh IPaKTUYeCKU
B 100 % ciy4aes [5], npu 3ToM B 99 % HaOGIIOAEHUIA yaa-
€TCsI COXPAHUTH XOTS ObI OUH IJ1a3. DTO MO3BOJISCT ye-
JISITH 0OJIbIIIe BHUMAHMS HEe TOJIBKO TAKUM OCHOBOIIOJIara-
IOIIMM TTpo0JieMaM, KaK COXpaHEeHUeE TJ1a3a U 3pUTeJIbHBIX
GYHKIIMI, HO U 3aHUMAThCSI BOIIPOCAMM I10 YIyYIICHUIO
KauecTBa XM3HU mMauueHToB [4]. Ocoboro BHUMaHUSA
B 9TOI CBSI3M 3aciyxXuBaloT TanueHThl ¢ Pb, mepenec-
mue sHykieanuoo. IloTeps rma3a MoXeT cTaTh CUIbHBIM
SMOIMOHAIBHBIM MOTPSICEHUEM KaK IJII HUX CaMUX, TaK
U IJI UX ceMel. DTU IeTH, KaK MPaBUJIo, CTAJKUBAIOTCS
U C TICUXOJIOTUYECKUMU TpobIeMaMu, U ¢ TPYIHOCTSIMU
B COILIMAJIbHBIX B3aMMOOTHOIIICHMSIX M OTIPEIEICHUS CeOsI
B obO1ecTBe. HecMoTpst Ha TO, YTO HAJIMUKME OHKOJIOTUYe-
CKOro 3a0o0JieBaHUs SIBISIETCS OEMCTBUTEIBLHO CUJIBHBIM
SMOLIMOHAIBHBIM (DAaKTOPOM B KM3HU MaluneHToB ¢ Pb
U UX CEMEi1, B POCCUICKOI TUTepaType He OIyOIMKOBAaHO
paboT, TocBsIeHHBIX BIMsAHMIO Pb Ha ux ncuxonoruue-
ckoe cocTtosiHue. [ToMruMo 3T0ro, He OTpaXkeHbI BOITPOCHI
TICUXOJIOTUUYECKO# MOAroToBKM neteit ¢ Pb x ynaneHuio
IJ1a3a ¥ UX TMOAIEPXKKHU B paHHEM U TTO3IHEM IocJIeoIepa-
LIMOHHBIX MIEPUOIAX.

DBO.IIOIMSA METO/IOB JIEYEHHsT PETHHOO0.J1ACTOMBI

B 1597 r. nunepnanackuii anatom Ilutep IlaBuyc
BrepBbie onucaa Pb kKak omyxosb, «3aloJHEHHYIO CyO-
CTaHLMEN, HAIIOMUHAIOIIE MO3rOBYIO TKaHb, CMEIAaH-
HYIO C TYCTOI KpOBBIO 1 TTOX0XYIO Ha 11e0eHb», a B 1805 .
AHTJIMIACKUI Xupypr YunbaMm Xeit BBea TepMuH “fungus
haematodes” — rpubKoBast Macca, mopakaromiasi U pas-
pyliaioniasi TKaHU. DTUM TEPMUHOM JIOJIr0e BpeMsi 000-
3HAYaJlaCh HE TOJIBKO IJIa3HAasl OIyXOJib, HO U IPYTUE MSIT-
KOTKaHHBIe HOBooOpa3zoBaHus. B 1809 1. mortnaHackuii
xupypr Ixeitmc Yopaporn oO0beIVMHUI pa3pO3HEHHBIE
daxtel 0 Pb, ycTaHOBUII peTMHAIbHOE MPOUCXOXICHUE
OITyXOJIM U TPEIJIOXUI METOJ JICYCHUS] — DHYKIIeALIUIO
(ymaneHue ria3Horo si6joka) [6, 7]. C Tex mop mosiBisi-
JIUCh HOBBIE 3HaHUs o0 6oproe ¢ Ph.

K HacTosilieMy MOMEHTY CYILECTBYeT HEMajO0 METO-
JIOB, TIO3BOJISIIONINX COXpaHUTD I1a3 npu Pb: xumuorepa-
nust (BHYTPUMBEHHAs!, BHyTpUapTepuaibHasi, UHTPAaBUTPE-
ajJibHas U BHYTpMKaMepHasi), JlydeBasl Tepaiius, Jla3epHasi
(orokoarysiiyst, KpUoTepanuss M TpaHCIyIUWUIIpHAas
TepMmotepanus. [Ipu 3ToM opraHocoxpaHsIolIee JeYeHUe
Jla3a MOXET OCyIIecTBIsAThes B 90 % ciyyaeB Ha CTaau-
ax A, B u C MexnyHaponHoit ki1accudukanuu Pb [8].
K coxaneHuio, He3aMeUEHHOCTh CUMIITOMOB OKPYXKalo-
UMY ¥ HEeIOoCTaTOUYHas OCBeAOMJIEHHOCTh 0 Pb cpenun
MEIUIIMHCKUX PAOOTHUKOB MOTYT OBITb IPUYMHAMU
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MO3MHENW AMArHOCTUKM, YTO B KOHEYHOM CYETe MPUBO-
IWAT K CUTyallMu, KOTrnma JJIs CIIaCeHUs XXU3HU peOeHKa
CTAaHOBUTCS HEOOXOAMMBIM OCYILIECTBUTb 3SHYKJICAIIUIO
[9]. B HacTtosIiee BpeMsi poBeeHUE MEPBUYHON DHY-
KJealuu TokKa3zaHo mauueHTaM ¢ Pb 0e3 mepcrnexkTuBn
Ha HaJu4yue 3pUTEIbHBIX (DYHKIIMI, UMEIOIIIUM PacIpo-
CTPAHEHHBINA OITYXOJIEBBIM ITPOLIECC, COOTBETCTBYIOLIUMA
rpynme E. BropuuHast sHyKjealysi BBITIOJTHSICTCS MPU
peuunusBupyiomieii PB, He KoHTpoaupyemoi apyrumu
MeTOodaMU JISYCHUST, THTPAaBUTPEaTbHBIX M CYOPETUHAb-
HBIX OTCEBaX C OTCYTCTBMEM OTBETa Ha Tepalluio, Ija3ax
C HEIMpOo3pauyHbIMU cpenamu (Tudema, reMmodransm) [10].

CTOUT OTMETUTh, YTO A0 KOHIa XX BeKa dHyKjea-
oUsl C OJHOMOMEHTHOM WMIUIAHTALUEN SHAOIPOTE3a
HE BBINOJHSUIACh M3-3a HEBO3MOXKHOCTU JTOCTOBEPHO
KOHTPOJIMPOBATh POCT OIyX0Ju B opoute [11]. Dta Bo3-
MOXHOCTB ITOSIBUJIACH TIOCJIe BHEIPEHMS B IIIMPOKYIO Bpa-
YeOHYIO0 MPaKTUKY MarHUTHO-PE30HAHCHOI ToMorpadumn
[12]. TIlepBuuHOE SHAOIIPOTE3MPOBAaHUE OPOUTHI Y IETEN,
MnepeHecInX dHyKIeauuio mo nosoay Pb, ctamo npophbi-
BOM B KOCMETMYECKOM peadbMINTAIIUM TaKUX MMallieHTOB.
HecMoTtpst Ha TO, UTO B OTEUECTBEHHOI TUTEpaType OTMe-
yajau HEOOXOAMMOCTh IIEPBUYHOTO SHAOMPOTE3UPOBA-
Hus opoutsl y neteii ¢ Pb [13], B Poccuu aty onepanuio
CTaJIi TIPOBOJUTHL CPAaBHUTEIBLHO HenaBHO: ¢ 2015 . — Ha
6aze OIAY «<HMUIl «MHTK «Muxkpoxupyprusi rjiaza»
nM. akan. C.H. ®enoposa» Munszapasa Poccnn ¢ 2017 o —
B HUMU nerckoii onkomnorun u remaronorun @I'bY «<HMUILL
onkoyioruu uM. H.H. Bnoxuna» Munsnpasa Poccuu [14].

Kocmernyeckas peadumramust

DHykeanus y namnueHToB ¢ Pb mpuBomut x morepe
oO0beMa M 3a7epXKKe pOCTa KOCTel JIMIIEBOTO CKeJeTa,
YTO B ITOCJIEAYIOIIEM IIPOSIBIISIETCS aCUMMETpHUE Julia,
a BMECTE C Hell ICUXOJOTMYECKMMU IIpodiIeMaMU pas-
JuyHoro xapaktepa [14]. KpoMe Toro, riasza gBiasgioTcs
BaXXHBIM KOMIIOHEHTOM 3CTETUYECKOIO BOCIIPUSITHUS
Jmua B 1ejaoM. IlanueHTsl ¢ pa3HOOOpa3HBIMU O(Talb-
MOJIOTMUYECKMMHU  3a00JICBAaHUSIMUA  4YacTO  COOOIIAIOT
0 0eCITOKOMCTBE MO MOBOIY BHEIITHErO BUAAa CBOMX IJIa3,
¥ MHOTHUM M3 HUX CBOMCTBEHHO CHIDKEHUE 3pUTEIbHOTO
KOHTaKTa, MOTHpaHue Iia3, HEHOPMaJIbHOE TOJIOKEHUE
TOJIOBBI, HOIIIEHUE TEMHBIX OUYKOB, N30eTraHue CUTYaIIUiA,
MpUBJIEKAIONIMX BHUMaHUe K T1a3aM [15]. ¥V pomureneit
neteit, mepeHeciux PB, mosBisercs HeoOXOTMMOCTH
Ccnoco0CTBOBATh MOJHOLEHHON aganTaluu pedeHKa Kak
K KOCMETMYECKOMY NIe(eKTy, TaK U K MOHOKYJISIPHOMY
3PEHUIO.

PemmeHneM KOCMETHMYECKOIl MpPOOJIEMBbI  SIBIASETCS
9HAOMPOTE3UPOBAHUE OPOUTHI, KOTOPOE MPU OTCYTCTBUM
MPOTUBOIIOKA3aHW, BKIIIOYAIOIINUX B ce0s1 dKCTpaOysb-
OGapHBIii pOCT OITYXOJU M HAIMYKME METacTa30B, BOZMOXHO
BBITIOJIHUTH OMHOMOMEHTHO € SHyKJIearuei [16].

DHOOMPOTE3 KOMIIEHCUPYET AeUILIUT 00beMa TKaHe i,
CTUMYJIMPYET POCT OPOUTAIBHOI IOJOCTH M TO3BOJISICT
B IajibHEHIeM T0OUThCS YIOBIETBOPUTEIBHOMN TTOABIIK-
HOCTU Hapy>XHOTO TpoTe3a Oyaromapsi (pukcaiud 3Kc-
TpaoKyJISIpHBIX MblII [17]. TeM He MeHee, eclii TIPOTE3
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ObLI UMIUIAHTUPOBAH B BO3pacTe IO 2 JIET, BO3MOKHBI
MPOSIBJICHUST aHO(MPTAIBMUYECKOTO CHMHAPOMA, KOTOPBIMA
MOXKET BBIpaXkaThCsl B TAKUX IPU3HAKaX, KaK OIyIICHUE
BEPXHETO WJIM HUXKHETO BeKa, YIIyoJeHue OpOUTO-TIaib-
nedpasbHOIl 60PO3abl, SHOMPTATBLM WU COYETAaHUE BCeX
BBIIIETICPEUMCIICHHBIX IPU3HAKOB. DTO, B CBOIO OYEPE/b,
MOXKET TOTpeOOBaTh MOIOJHUTEIBHBIX PEKOHCTPYKTUB-
HO-IIJTACTUYECKUX OTepalliii B OyayIeM IS KOPPEKIIUKU
STUX NposiBieHui [18].

K coxanenuto, B Poccuu Mano MeAUIIMHCKMX OpraHu-
3alIMi1, OCYIIECTBIISIONINX IEPBUYHOE SHAOIIPOTE3MPOBA-
HUe OpOUTHI, U HE TaK MHOTO (habpUK MO U3rOTOBJICHUIO
HapY>KHBIX IPOTE30B. DTO YCIOXKHSIET U 0€3 TOTO TPYIHBI
MpoliecC INIa3HOTO MPOTE3UPOBAaHUS ISl IEeTeii: UM HeoO0-
XOIrMa TepuoandecKas CMeHa Hapy:KHBIX IPOTE30B IO
Mepe pocTa OpOUTHI, YTO OOYCIOBIMBAET MOIOIHUTEIb-
Hyl0 (DMHAHCOBYIO HAarpy3Ky Ha pOAMTEJIeH, CBSI3aHHYIO
C MOCELIEHUEM TOPOJIOB, rae 0a3upPyrOTCsT HEOOXOAUMbIE
ueHtpel [13]. C 2020 . B Poccum metu, mepeHeciine
9HYKJIeAlNIo OJHOTrO I71a3a 1o nosoay Pb, Moryr mpeTteH-
JIOBaTh Ha MHBAJIUIHOCTD U MOJyYaTh COOTBETCTBYIOIINE
collMalIbHbIe JIBTOTHI. B HacTosIMii MOMEHT I0a00p
CTaHIAPTHOT'O HAPY>KHOTO MPOTe3a MHBAJIMIAM, COIJIACHO
cratbe 11.1 denepanbHOro 3akoHa ot 24 Hos1ops 1995 .
Ne 181-D3 «O couuaabHOM 3aliuTe MHBAIUAOB B Poc-
cuiickoit Penepalin», MOXET OCYILIECTBIATHCS 3a CUET
cpenctB GenepanbHoro orwomkera 1 oHga coLUaaIbHOIO
CTpaxoBaHUsI, ONHAKO WHAIMBUIyaJIbHOE ITPOTE3MpPOBa-
HUe, obecrevunBalolee T4l KoCMeTHUYeCKIi 3 eKT,
B JaHHOE CTaTbe HE MPEIyCMOTPEHO.

IIcuxomormyeckasi mNOAIEPKKA NAINMEHTOB C peTH-
HOOJIaCTOMOIT

Ha mryTtu oT mocTaHOBKM AMAarHo3a 10 ucxoia 3abose-
BaHUS poauTenu AeTeit ¢ Pb BcrpevyaroT MHOTO ClIOXKHO-
CTel ¥ MPOXOISAT HECKOIbKO KPUTUYECKUX ToueK. CHaua-
Jla — TIpY MOJ03PEeHUHU Ha 3a00JIeBaHUe Y Bpaya 110 MeCTy
KUTEJbCTBA, 3aTeM — IPU MTOCTAHOBKE OKOHYATEIHLHOIO
IMarHo3a B CIELMAJIM3MPOBAHHOM IICHTpPE, Ha JTalle
JICYEHUST U BOCCTAHOBJICHMUSI TTOCJIE HETO.

becmokoiicTBO M 4yBCTBO HEOIPEACTICHHOCTH POIM-
TeJIM HAYMHAIOT UCIIBITHIBATD 10 MOJyYEeHHUST OKOHYATEb-
HOro IMarHo3a, HaxoAsCh Ha IpHeMe y Bpaya [0 MECTy
KUTEJIBbCTBA, KOTOPBIII MOXET TOJBKO IIPEAIONOXUTH
HaJIM4Me B TJ1a3y HOBOOOpa3OBaHMS 3710KaYeCTBEHHOM
npuponsl. TpeBora HapacTaeT Mmocjie IMOCTAaHOBKM Iua-
rHO3a B CIELMAJIM3UPOBAHHOM ILIEHTpe, rae (hakKTopoM,
YCWJIMBAIOIIUM CTPECC, SIBJISIETCS OTCYTCTBHE OCBEIOM-
JICHHOCTU O 3a00JIeBaHUU MPU OCO3HAHUU €ro 3JI0Kave-
CTBEHHOCTHM. DTOT HAYaJbHBINA 3Tall POIMTENU OIHUCHI-
BalOT KaK OYe€Hb CJIOKHBIA M TeMHBIN mepuoa. OgHako
KpaTkoe OObsICHEHME CyTU 3a00JjieBaHUSI M MPOrHO30B
ITOMOTaeT CHU3UTh YPOBEHb TPEBOIM: POAUTEIN ITOHUMA-
0T, UTO Yallle BCeTo peub UaeT 0 00pbbde He 3a KU3Hb, a 3a
a3 [9, 19, 20]. Tsxenlee Bcero poauTeNIsiM JaeTcsl BOC-
MpusTUEe MHGOOPMAIIMK O HEBO3MOXKHOCTU COXPaHEHUS
J1a3a, KOraa SHyKJIeallysl OCTaeTCs eAMHCTBEHHBIM METO-
nom nedeHust Pb. B aTom cirydae poautenu MOTYT MCIThbI-
THIBaTh MPOTUBOPEUMBBIC UyBCTBA: HEMIPUSITUE MBICIU 00
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yIaJeHUM Tja3a U o0JierdyeHrue OT TOTo, YTO 3Ta Ipolie-
JIypa MOXET MPUBECTU K MOJHOMY BBI3TOPOBIeHUIO [19].
CTouT TaKXKe OTMETUTD, YTO 3a4aCTYI0 POIUTEIIN TSKeIee
BOCIIPMHUMAIOT HEOOXOAMMOCTh YAaJeHHus IJla3a, 4eM
(akT BBISIBICHUs 370KaueCTBeHHOU omyxomu. Cutya-
LIS MOXET OCJIOXHSTHCS TE€M, UTO HEKOTOpPhIE CEMbU
OTKa3bIBAIOTCSI TPUHSITH DHYKJIEAlMI0 KaK JIeYeOHBIN
METOJ M3-3a COIIMAIbHON CTUIMaTU3alliM, OIIIMOOUYHOTO
MPEICTaBACHUS O PE3KOM YXYAIIEHUU XU3HU pebeHKa
TocJie onepalui U MPEaNoI0XKeHN, UTO B APYTUX KIIU-
HUKax CYIIEeCTBYIOT aJbTepPHATUBHBIE METOIBI OOPHOBI
¢ PB. OnHako oToxkeHHOe Havyajao JIeYeHUsI, CBI3aHHOE
C IIOMNBITKAMU HAWTU APYTHUE BAPUAHTBI, MOXET IPUBECTU
K pacIpoCTpaHEHHUIO OIYXOJIU U BO3MOXKHOMY JIeTaTbHO-
My ucxony [5].

Ha sTtoM sTame poauTteassM MOXKET MOMOYb BCTpeE-
ya ¢ TICMXOJIOTOM, KOTOpPBIII MpoBeneT Oeceny ¢ HUMM
U C peOCHKOM U JPYTMMU CEMbSIMU, YK€ TMPOIIEAIIUMU
3TOT MYTh. 3TO BO3MOXKHOCTb <«3aIVIIHYTh B Oymyllee»,
YBUAETh MAJICHBKYIO YaCTh X 3KU3HU U TIOHSITh, YTO PEOCHOK
CMOXKET XKUTb U BECTU Ce0s1 COBEPIIIEHHO HOpMaIbHO [19].

g Toro 4TOoOBI MOBBICUTH WH(GOPMUPOBAHHOCTH
ponuTeNieil O TIPEACTOSIIEM JIEUEHUU U IIPOTHO3eE,
R.L. Panton et al. Hamu cmoco® ToAaBaTh TaKylo
VHGOPMALIMIO ¢ IIOMOIIIBIO CITeIIMATbHBIX WLTIOCTPAIIUA,
MOKa3bIBAIOIINX «Cyab0y» namueHToB ¢ Pb rpynn A—E:
CKOJIBKO KYPCOB 1 KaKOTO THUIIa JICYeHUE OOBIYHO Tpedy-
eTCS B KaXXIOM M3 TPyMIl, HeoOXoauMa 1 dHYKJIeallusl,
KaK JIOJIr0 TIpOAoJIKaeTcsl HabJoneHue. ABTOPBI TIOJ-
YEepKUBAIOT, YTO BU3yalu3auust 6onee 3¢pQGeKTUBHA, YeM
YCTHas WY MTMCbMEHHAs pedb, 0COOEHHO NTPU MH(POPMU -
POBaHUM JIIONIEH, HAXOISIIIMXCS B COCTOSIHUU CTpecca Mpu
MPUHATUUA MEIULIMHCKUX pelneHuii [20].

Komanna cnenumanuctoB 1o Pb Koponesckoit JloH-
JMOHCKOM OOJIbHUIIBI pa3paboTayia IporpaMmy, KOTopas
coYeTaeT IMTOCTOSIHHYIO TOIACPKKY, PETYISIPHOE O0IIeHUe
C aKTUBHBIM TOIXOJOM K MPEAOTBPAIICHUIO ITPO0JIEeM Ha
KJIIOYeBBIX Tamnax jedeHus PbB, mpu sTom ocoboe BHU-
MaHUe YIACISIIOT NeTSIM, KOTOPBIM TpeOyeTCsT SHYKJIeallrsl.
ITockonbKy MHOTHE POIMTENM B MOMEHT IOCTaHOBKU
IarHo3a MOIYT HaXOMMThCSI B COCTOSHUM IIIOKa, UX
CHaOXaloT MUCBbMEHHON MH(pOpMalMeil o 3a00JeBaHUN
U AT BpeMsl CaMOCTOSITEJIbHO O3HAKOMMTBLCS C Heil
moma. Ha crnenyromuii 7eHb MEOUIIMHCKAsI CecTpa 3BO-
HUT, YTOOBI OTBETUTH Ha BOIIPOCHI M OMPEISINTDh, KaKas
noaaepkka TpedyeTrcst ceMbe. Bpaun-crienianaucThl Tak-
K€ BCeTaa TOTOBBI MOTOBOPUTH C POOUTEISIMU, €CIU 3TO
HeoOxogumo. [locne mpuHATUS peleHusT 00 yaaJeHUun
IJla3a KOMaHJa TONACPXKMBAET ITOCTOSIHHBI KOHTaKT
C POIACTBEHHMKaMU, YTOOBI OHU YYBCTBOBAJIM ITOJHYIO
MOAIEePKKY Ha TPOTSKEHMHU Bcero mpoiecca. Pomure-
JISIM Ha3HayaeTcsl BCTpeya 3a JIeHb 10 OIepalivu, YTOOBI
00CYIMTh MPOIENAYypy U Pa3bsiICHUTh UMM IUIaH JICUCHUS.
Ha BcTpeuy peKoMeHIyIOT B3sITh OpaTheB U cectep. [Ipu
OOIIEHUM C OETbMU CIIeIIMaJbHAsl <«UTPOBasl» MeEIu-
LIMHCKAsl CeCTpa HMCMOJIb3yeT WUTPYIIEYHOIO TMHO3aBpa,
Y KOTOPOI'O €CTh MAarHUTHBIA Ch€MHBIN IJ1a3, YTO IIO3BO-
JISeT B MOHSTHOI AETSIM (hopMe OOBSICHUTH MPOLEIYPY
¥ TIONTOTOBUTH K Hell. B mociieonepalimoHHOM Tiepuomie
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HaJIaXMBAETCSI KOHTAKT C MEAULIMHCKUM II€PCOHAIOM I10
MECTY XMTEJIbCTBA U B Cllydae HEOOXOIMMOCTU IIPOBO-
IUTCSI er0 OOy4YeHMEe ST BeACHMS TaKUX TallMeHToB [9].
CaM 110 cebe CIOXKHBIM Mpollece aganTaluu 11 pedeHKa
MOXET YCYTYOUThCSI HACMELIKAMU CO CTOPOHBI JIPYTUX
JeTell B IIKOJIE WJIM APYTOM JETCKOM KOJIIEKTUBE [21—
24]. YToOBI 3TO MPenoTBPaTUTh, CIELAATIN3UPOBAHHBIM
IICUXOJIOTOM IIPOBOAMTCS BCTPeYa ¢ YIUTEISIMU U OTHO-
KJIacCHUKaMu. Bce 9T Mepbl O4eHb IIOMOIaloT PeOEHKY
U €ro CEMbe MEePEeHECTU IHYKJIealuio [9].

HeobxogyMo OTMETUTH, YTO 3a PyOEsKOM MEIWIIMH-
CKHE CEeCTPhI IIMPOKO 3aHMMAIOTCSI BOIIPOCAMM IO PXK-
KU NAlMEeHTOB KaK Ha IIPakTHUKE, TaK U TEOPETUYECKU,
u3yyasl CIelMaIbHYIO JUTepaTypy W MyOIuKys HaydHbIC
cratbu [9, 25—27]. UMeHHO OT MEIULIMHCKMX CECTep
POIMTENN TMOJy4aloT IMEPBYIO IOMOIIb, KOTAa CTaJKH-
BalOTCs ¢ HEOOXOMMMOCTBIO YXaXKMBaTh 32 KOHBIOHKTH-
BaJIbHOM ITOJIOCTBIO M IIPOTE30M, YTO MOXKET BBI3bIBATh
Y HUX 9MOIIMOHAIbHBIE TPYTHOCTHU: YYBCTBO OIMHOYECTBA
U TIOTPEOHOCThL B MOMOIIM. Takxke B 3TOT HEINPOCTOM
IePUOJ POAUTEIN MOIYT OJYYUTh COBETHI OT POAMTEICH,
y2Ke TIPOIIEANINX 3TOT IMyTh [19].

KauecTBo K13H1

OLieHKa KavyecTBa XW3HU, CBSI3aHHOIO CO 3JI0POBbEM
(Health-Related Quality-of-Life — HRQOL), B HacTos-
111ee BpeMsI SIBJISIETCS CTaHAAPTHOM YaCThIO KIIMHUYECKMX
ucnbitanuii [28]. g ouenku HRQOL nereii ¢ Pb wim
MEePEHECIINX €€ MOXKHO MCII0JIb30BaTh Pa3IM4HbIC OIPO-
cauku, Harnpumep Kidscreen, SF-36 u PedsQL. C nx
IIOMOIIBIO MOXHO OINPEACIUTh (PU3MYECKUEe, IMOIUO-
HAJIbHBIE, TICUXUYECKNE, COLUAIBHBIE U MTOBEICHUECKUE
KOMITOHEHTHI 0JIArOMOJ Iy Sl.

B uenom gersam ¢ Pb u ux pomutenassMm BO MHOTUX
cTpaHax Ipucylle 0ojiee HU3K0e Ka4eCTBO XKU3HU, YEM UX
3M0POBBIM CBepCTHMKaM. HeraTuBHBIM (haKTOPOM SIBIISI-
eTCsl MO3AHSISA CcTamusl 3a00JieBaHUsI, IO3UTUBHBIMU —
MJIAIIIMKA BO3pacT B MOMEHT ITOCTAHOBKU JMarHosa
M BBICOKAsI OCTPOTA 3peHMsI MapHOro riasa. [lo3uTuBHoOe
BJIMSIHME MJIAJIIETO BO3PACTa MOXET 3aKJII0YaThCs B TOM,
YTO MajieHbKHUE JETH MOIYT He MMETb BOCIOMUHAHMI
0 3a0o0JIeBaHMM M CTpecce, CBSI3AHHOM C JICYCHHEM,
U, TAKUM 00pa3oM, JIydllle afarTUpOBaThCs B OOIIECTBE
110 CpaBHEHUIO ¢ OoJjiee cTaplIMMU namyeHTamu [21, 24,
27]. B obO11eM KauecTBe XKM3HU Y MAIIMEHTOB C OTHO- UJIU
JIBYCTOPOHHUM IMOpPaK€HUEM pPa3HUIIBI HE OTMEYaeTcs,
OJHAKO TallMeHTaM C JIBYCTOpOHHel PB cBoiicTBeHHBI
0oJiee HM3KME [T0KA3aTe/IM IICUX0JI0THUYECKOTO 310POBbs
[29].

Bonbubie PBb nmetw yale mporryckaloT IIKOJY M3-3a
00JIe3HU U ITOCELICHUSI O0JIBHULL, YTO MOXKET BIIUSITh HA X
YCIIEBAEMOCTb M CIIOCOOHOCTh KOHKYPUPOBATh C APYTUMU
IeTbMU. 3a4acTyi0 CHUJBbHO CTpajaeT (U3MYSCKUIA KOM-
IOHEHT Ka4yeCTBa XM3HU: MMallMEHTbl MOI'YT UCIIBIThIBATh
MPOOJIEMBI ¢ XOIb0OOI, OETOM 1 TTOTHATUEM TSIKECTEel, UM
TpeOyeTcs OoJblile TIOMOIIU B yXxoze 3a coboii. letu ¢ Pb
yalle XajJayloTcsi Ha 00Ju, MOoJaBJIeHHOE HACTPOCHUE,
IPYCTh, CTpaxX U HM3KUU YypoBeHb dHepruu. OHM MOIYT
UCIBITHIBATh SMOLIMOHAIbHBIC U IICUXOJOTMYECKUE IIPO-
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O1eMBI M3-332 KOCMETUYECKOTO Je(eKTa, HU3KOIo 3peHus,
HacMeIIlIeK CO CTOPOHBI CBEPCTHMKOB M HEXXEJTaHUS TIPU-
HUMAaTh UX B CBOU UTpHI [21, 22, 25, 30—32].

CTOUT OTMETUTD, YTO B HEKOTOPBIX PA3BUTHIX CTPaHAX
Ka4yecTBO XU3HU nauueHToB ¢ Pb MoxeT He oTamyaThcs,
a T10 IPYTr¥MM mapamMeTpaM IOKa3bIBaTh U JIYIIINe Pe3yib-
TaThl, YEM y 3[0POBbIX JAeTeii: UM CBOMCTBEHHA OOJIbIlIast
CaMOCTOSITEJIbHOCTh, XOpPOIllee HACTPOCHUE M JIy4Ilue
OTHOIIIEHUS B ceMbe [28].

Ponurtenu mpu 3ToM Takke BBICOKO OIICHMBAIOT Kaye-
CTBO XXW3HU CBOUX JIETEN, XOTS B 1LIEJIOM UM CBOMCTBEHHO
€ro 3aHUXaThb, YTO MOXKET OBITh CBSI3aHO C MEPEOIICHKOM
9MOIIMOHAIBHOIO CTpecca U HEMOOLIEHKON CITOCOOHOCTH
pebenka K agantaumu [22, 25]. Camu pomauTeand ToxXe
WCIIBITHIBAIOT CHUKEHME KaueCTBa XKU3HU, 00JIee HU3KUI
YPOBEHb SHEPTUM Y KU3HEHHOM cuibl [24, 27].

MHorue B3pocible qoau, nepeHecire Pb B neTcTse,
BCe ellle CYUTAIOT ce0s1 orpaHMYEeHHBIMU B pa3HBIX chepax
JKM3HU: B IIKOJIE, Kapbepe, MOOUJIBHOCTH U CIIOPTE, YXO-
ne 3a co0oii 1 oTHoIIeHUsX. OTMeYeHHbIE OTpaHUYCHUS
B OCHOBHOM CBSI3aHBI C YXYIIIICHUEM 3PEHMS U OXKUIaHU -
€M HeTaTMBHOM peaKlMy Ha BHEITHUI BUI U3-32 IJIa3HO-
ro npote3a. OKOJI0 YeTBEPTH PECIIOHICHTOB B OTHOM U3
uccaeaoBaHuil pacckasanu, uro Pb moBnusia Ha BEIGOD
npodeccuu, M YETBEPTh PECHOHICHTOB MCIIBITHIBAIA
OorpaHMYeHMsT Ha paboTe M3-3a HU3KOro 3peHwus. Takke
YeTBEPTh B3POCIHbLIX, NepeHecinnx Pb, moxanoBanack Ha
TPYAHOCTY B MHUIIMMPOBAHUU U MOIACPKAHNUM OJIU3KUX
OTHOIIICHUI M3-32 HEYBEPEHHOCTH B cebe WIM CTpaxa
OBbITb OTBEPrHYTBIMU M3-3a KOCMETHMYECKOro nedexra.
Eiie ogHUM BaXXHBIM (PaKTOPOM OBLIO BIUSIHUE HACTEHA-
ctBeHHOU PbB Ha xemanue nmets nereii: 12 % Bcex repe-
Heciux Pb nmamyeHToB pelmim He 3aBOAUTD ASTel U3-3a
pucKa pa3BUTHs 3a00J1eBaHusa y moTomcTBa [33]. MHoTHe
B3pOCJIbIe MMEIOT KaueCTBO KM3HHM, PaBHOE OCTaJbHOM
TMOMYJISILIMN, HO UCIIBITBIBAIOT OOJIbIIIE TTPOOJIEM C TICUXU-
YEeCKUM 310POBbEM, BHI3BAHHBIX OIIYILIEHUEM OTJIMYMS OT
Ipyrux u tpasiieil B getctBe [23]. CornacHo Ipyrum aaH-
HBIM, TeM He MeHee TiepeHecinve Pb mtonu 6onee ¢pusu-
YeCKU aKTUBHBI, MEHBIIIE TTOABEPXKEHBI BIUSHUIO 3MOLIH -
OHAJTbHBIX MPOOJIEM U (PU3NIECKOI OOJIM Ha BHITTOJIHEHUE
MOBCEIHEBHBIX 00s13aHHOCTEI [34].

B ncuxonorum cylecTByeT KOHIETLMS TOCTTpaBMa-
TUYECKOTO POCTa, KOTOPBIi ompeneseTcsl Kak MOJIOXKH-
TeJIbHOE ITICHXOJIOTMYECKOe H3MEHEHME, BO3HUKAIoIIee
B OTBET Ha TsKesIoe XXKu3HeHHoe coobiThe. [locTTpaBma-
TUYECKUI POCT YyacTo HaOJI0AAeTCsl y MEePEeHEeCIInX 3J10-
KayecTBEHHOE 3a0oJieBaHME JIIOAeH M COIPOBOXKIACTCS
MO3UTUBHBIMU U3MEHEHUSIMU B HECKOJIbKUX Chepax Ku3-
HU: COIIMaJbHbIC CBSI3U (OTHOIICHUS B CEMbE U C JIPY3b-
SIMM), JTUYHBIC pecypchbl (ITO3UTUBHBIN B3IJISII HAa MUD,
BBICOKASI IICHHOCTbH >KU3HU, XXU3HEHHBIE CUJIbI) X HABBIKU
npeoaoieHus TpyaHoctei [35]. Otum (peHOMeHOM MOXK-
HO OOBSICHUTD JIy4Ylliee KaueCTBO XXMU3HM IETel U B3pOC-
JIBIX, iepeHeciux PB, B HEKOTOPBIX cTpaHax.

Bo3MOXHOI MPUYMHON TTPOTUBOPEUYMBBIX pe3yJibTa-
TOB B Pa3HBIX CTpPaHaX MOXKET ObITh OOJiee BLICOKMIA ypO-
BeHb MEIUIIMHBI B Pa3BUTBIX CTPaHaX, a CJAENOBAaTEJIbHO,
CBOEBPEMEHHAasI IMarHOCTHKA U BO3MOXKHOCTh M30eXaTh
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paavKajabHOro JjedeHus. Hanuuue creluanbHBIX MPO-
rpaMM peadUIuTallK, BKIIOYAIOIIMX IICUXOJIOTMYECKYIO
MOIIEePKKY CeMeil M IIOATOTOBKY OKPYXKEHUsS, TaKxke
oberuaer npoiiecc agantauuu [31].

OxxugaeMo, KayecTBO KM3HM IMAllEHTOB, IEepeHecC-

IIMX SHYKJICAUIO I10 TOM WM WHOM NPUYMHE, TaKXe
OKa3bIBaeTCsl HUXE, YeM B TOMYJSIUM, U COIPSIKEHO
¢ OoJsiee BLICOKMM YPOBHEM cTpecca U TpeBoru [36—38].
Ha xavyecTBO XXM3HM OKa3bIBAIOT BIUSHUE IOJI, BO3PACT
IMOCTAHOBKM [MArHO3a, YIOBJIETBOPEHHOCTH IIPOTE30M
U TOPaKeHHOCTb OJHOTO MM 00oux Trja3. bojee BbIcO-
KW€ II0oKa3aTeJM MPUCYIIM MaJbuMKaM; AETSIM, Iua-
THOCTMPOBAaHHBIM B 0oJiee paHHEM BO3pacTe; B Clydasx
OIHOCTOPOHHETIO Mpoliecca U AETIM, YIOBICTBOPEHHBIM
MMPOTE30M. YIOBJIETBOPEHHOCTh TIJIa3HBIMM IIPOTE3aMU,
B CBOIO OYepelb, JIyyllle y JeTeid, XUBYILIMX ¢ O0OMMU
U ¢ pabOTAIOIIUMU POIUTEISIMU U B CEMbSIX C BBICOKUM
nmoxomoM [39].
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3akioyenne
XKusHp pebOeHKa, CTpamarmollero WM IepeHEecIIero

Pb u sHykieanuio, a Takxke €ro CeMbd CYIIECTBEHHO
MEHSIETCSI, M Jallle BCero He B JIYUIIyIO CTOPOHY. [eTsam
MPUXOIUTCS TIPUCTOCAOINBATHC K MOHOKYJISIPHOMY WU
CHIDXKEHHOMY 3PEHMIO, KOCMETUYEeCKOMY eeKTy, B CIy-
yae HaJW4YMs TpoTe3a o0yJyaThCsl YXOOy 3a HUM. Takue
JETH MOTYT UCHIBITBIBATh TPYAHOCTH B 0OYYEHUU U B3au-
MOJEHCTBUU CO CBEPCTHUKAMM, OTPAaHUYCHUS B BBIOOpE
npodeccuu 1 cTpax mepen Co3IaHueM CeMbU B OYIyIIIEeM.
Tem He MeHee ITpU CBOEBPEMEHHOI TMAarHOCTUKE U Jieue-
HUM, a TaKXKe JOJDKHOM IMTCUXO0JIOTHYECKO U (hU3NIECKO
peabuaMTallMy MAlMeHThl MOTYT MMETh TaKoe Xe, a 10
HEKOTOPBIM IapamMeTpaM U Jydiliee Ka4eCTBO XXKU3HU, YeM
X CBepCTHUKU. IMEHHO MO3TOMY CTOUT yIEIsTh BHUMA-
HHE He TOJIbKO (PpU3NYECKOMY, HO U SMOLIMOHAJIbHOMY OJ1a-
TOTMOJIYYMIO TaKUX TAlMEHTOB, M pa3padaThiBaTh CreIra-
JIM3UPOBAHHbIE PEAOUIUTALIMOHHbBIE MEPOTIPUSITHUSI.
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BBenenue

JlyueBasg tepanus (JIT) 3aHuMaeT BaxKHOE MECTO
B JICUEHUM 3JI0KAUECTBEHHBIX HOBOOOPA30BaHU y ACTEI.
IMpoBenenue JIT accolmupoBaHO ¢ pa3BUTHEM CIIEKTpa
HeXeJlaTeIbHbIX PeaKIuii CO CTOPOHBI KOXU — JIy4eBOTO
JIepMaTuTa, ajornenuu, mMyko3uTa. OCHOBHBIM JaepMa-
TOJIOrMYecKUM To004YHbIM 3P dekToM JIT, GesycnoBHO,
SBJSETCS JydeBoii nepMaTuT. Ilo BpeMeHM BO3HUK-
HOBEHMSI TPAIMIMOHHO BBIACJSIOT paHHUE peakiluu,
pa3BuBatolecs B TeueHue 90 qHeil mocie MpoBeaAeHUs
JIT, u mo3aHMe peakliuu — TIOSIBISIIOTCS OoJiee YeM uyepes
3 mec nociae nposeaeHusd JIT [1]. OcobeHHOCTH TTpOBeE-
nenwust JIT, pa3zoBoit 1 cyMMapHO1 04aroBoil 103bl, 00bEM
JIT, mapannenbHOe MpoBeAeHUEe XUMUOTEpaINluu OIMpeae-
JISIIOT XapakTep KOXKHBIX JIyueBbIX peakiuuii. Tak, Han6o-
Jiee BbIpa’k€HHbIE U YacThle peaKlIMyd CO CTOPOHBI KOXU
HabJI0Jal0TCs MPU MpoBeNeHUM AucTaHoHHon JIT —
ocHoBHoro MetonaJIT, ucronb3yeMoro s ieyeHus 00J1b-
LIMHCTBA MALMEHTOB CO 3JI0KAYECTBEHHBIMU OMYXOJISIMMU.
IIpu puctanuronHoi JIT Mexkay MICTOUHUKOM U3JTydeHUS
(MMHENHBINA YCKOPUTEb 3JIEKTpOHOB (JIYD), MpoTOHHbII
YCKOPUTEJb, anmnapaThl s 0JU3KO(POKYCHOI peHTreHO-
Tepanuu 1 Ap.) U MULIEHBIO (MALIMEeHT) €CTh PacCTOsIHUE,
U yepe3 KOXKY MPOXOAUT MyJOK JIydel Ha ITyTH K OITyXOJIH,
YTO OIpeaesieT pa3BUTHE APMATOJOTMUYECKUX PeaKIIUil.
B 1o ke Bpems mipu mpoBeneHuun koHTakTHoit JIT (6pa-
XUTeparnuu), cucteMHoi (paauounsotonHoit) JIT u Takux
pa3HoBUAHOCTEeI auctaHMoHHoi JIT, kak cTepeoTakcu-
yeckas JIT (CTJIT) u pagnoxupypruueckas JI'T, KoxkHas
TOKCUYHOCTb, KaK IPaBWIO, He HA0JII0MaeTCsl UM HOCUT
YMEPEHHBIM XapaKTep.

IIaTorene3s JtydeBoro aepMarura

Paszeumue éocnasumenvnoil peaxuyuu

IIpu npoBenerun JIT Bo3aeiicTBUE MOHU3UPYIOLIETO
MU3JIy4eHMs] Ha KOXY IPUBOAUT K IPSIMOMY KJIECTOYHOMY
MOBPEXACHUIO M Pa3BUTUIO BOCIIAJIMTEIBHOTO IIpollecca.
IMocne monBeaeHust no3bl JIT MpOUCXOOAUT MOBpexXe-
HUe 0a3aJbHbIX KIJIETOK 3IMUIEPMUCA, DHIOTEIUATb-
HBIX KJIETOK cocylaoB, KieTok JlanrepraHnca. Kaxmas
nociaenytomas ¢pakius JIT 3amyckaer pa3BuThe BOC-
MaJuTebHON peakiuuM B 3NuAepMuce U aepMme [2].

PanHuit BocnaiuTeabHbII OTBET Ha 00JlydUeHUE B OCHOB-
HOM BbI3bIBatoT umMrTokuHbel IL-1, IL-3, IL-5, IL-6,
IL-8 u ¢axkrop Hekposa omnyxoau o (TNF-a), peuemn-
TOpHasi TUPO3MHKMHA3a M MOJIEKYJIbl aare3uud (MoJie-
Kyna mexkierouHoit anre3uun 1 (ICAM-1), E-cenektun
1 OeNoK aare3ny CocyaucThix kKiaeTok. M. Janko et al.
B 2012 1. yctaHOBMJIM BaxkHyio pojb IL-1 B pasButum
JIy4eBBIX MOBPEXACHUIN KOXHU. ABTOpbl OOHAPYXWJIU,
YTO y MBIIIEH pa3BUBaeTCs MeHee BhIpaXKEHHOE BOCHa-
JICHHEe U MEHee Cepbe3Hble IaTOJIOTMYECKUEe H3MEHe-
HUSI B KOXe, OCOOCHHO B OTAQJIEHHOM Iepuoje, Mpu
orcyrctBun IL-1 mnm ero peuenrtopa [3]. 3Hauumylo
poJib B paaiMallMOHHOM ITOBPEXIEHMU TakKXKe HIpaeT
nHdnaammacoma NLRP3 — MynbTu0enKOBbIN KOMILIEKC,
KOTOpPBII aKTUBUPYET Kacnasy-1, YTo MpUBOAUT K BbIpa-
00TKe MpoBOCTATUTENbHBIX HUTOKMHOB [L-1B m IL-18
[4]. UccnenoBanue Allam et al. B 2014 . mokasajo, 4To
paaallMOHHO-UHAYLIMPOBAHHBIM MUTOXOHAPUATbHBIN
aroITo3 MOXET MPUBOAUTH K BBHICBOOOXIECHUIO MUTO-
xoHapuanbHoit JJTHK B 1uromniasMy u CBSI3bIBAaHUIO €€
¢ uHdaammacomoit NLRP3 B 1iMto3os1e, 4To BhI3BIBACT
akTuBanuio nuHdiaammacomsl NLRP3 [5].

PaszBurtue pagraliMoHHO-UHAYLMPOBAHHOIO (UOPO-
3a TaKXe OMOoCpPeaO0BaHO BOCMAJIEHUEM, IIPY 3TOM B BOC-
nanuteabHoi peakiuu ydyactByior TNF-a, IL-6 u 1L-1,
a TakXe peryaupylolnmne akTUBHOCTb (pudpodiacToB
TGF-p u tpombouuTapHbiii (akTop pocra, 4TO CIIO-
COOCTBYET BHIPAOOTKE OEJIKOB BHEKJIETOUHOTO MaTpUK-
ca. ®uOpPoO6IACTBl SIBISIOTCS OCHOBHBIMM KJIETKAMU
B Pa3BUTUU TO3IHUX PaaUallMOHHO-UHIYLIMPOBAHHBIX
(GUOPO3HBIX M3MEHEHUiI, MOTYT BBI3bIBAaTb aTpouio
koxu u ¢budbpos. Perynsitopuslit 6e1ok TGF-f koHTpo-
JIMpYeT 3axKUBJIeHUE paH, mpoiaudepanuio u iuddepeH-
LIMPOBKY KJIETOK, a TAKXKE CUHTE3 0€JIKOB BHEKJIETOYHOTO
MaTpUKCa NpU HOPMAJIbHOU BOCHAIMTEIBbHOM peaKklivu
TKaHu [6]. B akcrieprMeHTaabHBIX paboTax OBLIO MTOKa-
3aHO, YTO Npu cHUxeHuu conepxanust TGF-p u Smad3
TKaHeBOi (uOpo3 pa3BuBaeTCs MemJieHHee, OTMeYa-
eTCs YCKOpeHHUE 3aXKUBJIEHUSI TKaHeBbIX aedekToB [7].
ITomumo TGF-B B pazButuu ¢hpubdposa Takke yyacTByIOT
MHCYJMHOIOA00HBIN (hakTop pocTa 1 U pakTophl pocTa
coenuHutenbHol Tkanu (CTGF) [8].
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Pazeumue oxcudamuenozo cmpecca

OKUCINTEIbHO-BOCCTAHOBUTEIbHASI CHCTEMa Wrpa-
eT KJII0YEBYIO POJb B IATOTeHe3e PaHHMX U MO3THMX
KOXHBIX HeskenaTeabHbiX peakuuit JIT. B pesynbrate
BO3IEUCTBUS PEHTTEHOBCKUX JIy4e, raMMa-U3JIy4yeHUS
U OBICTPBIX BJICKTPOHOB IIPOUCXOAUT PATUOIU3 BOIBI
¢ obpa3oBaHueM aKTUBHBIX (hopm kuciopoaa (Reactive
Oxigen Species, ROS) u aktuBHbIX hopM a3orta (Reactive
Nitrogen Species, RNS), oTBeTCTBEHHBIX 3a MOBpPEX/E-
HUE HOPMAaJbHBIX TKAHEW TI0CJI€ BO3AECUCTBUS WOHMU-
supytomiero usnydeHus: [9]. ROS mospexmaror JTHK,
JIMTIUABI U OCJIKU, aKTUBUPYS (DaKTOPbl TPAHCKPUMILINU
paHHETo OTBeTa M MYTU Iepedayd CUTHajia, YTO JICXKUT
B OCHOBe JTIy4eBbIX TToBpexkaeHU Koxu [10]. CBoOomHbIE
pagukanbl, reHepupyemblie JI'T, akTUBUPYIOT LIUKIOOK-
cureHasbl, cMHTa3y okcuaa azora (NO), Tu3uiokcuaasy
n HAJI®PH-okcumasy. B kierkax ObLIO OOHapy:KeHO
HeckoJibko noatunoB HAJI®H-okcumas, yyacTBYOIIMX
B OKHCJIMTEIbHO-BOCCTAHOBUTEIBHBIX PEAKILIUIX MOCIe
obnyuenus: NOX1-5, DUOX1 u DUOX2 [11]. Otn
(depMeHTHI BecbMa CTaOMJIbHBI M HETIPEPLIBHO ITPOU3BO-
a1 ROS mocne nydyeBoro Bo3aeiicTBus. JIOMOJTHUTEb-
HBIMU (paKTOpaMM aKTUBALlMU (DEPMEHTOB CIIy>KaT TaKK1e
LUTOKUHBI U pakTOphl pocTa, Kak [L-1, TNF-a, TGF-§,
untepdepoH (IFN)-y u anruorensun I, kotopbie akTH-
BUpyIoT cucteMbl NOX [12].

NO umMmeeT MHOXKECTBO MUIIEHEH BHYTPU KIETOK.
OcHOBHBIM UCTOUHUKOM NO B yCIIOBUSIX CTpecca U BOC-
MMaJIUTEe/IbHBIX PEAKLIMIA SIBISICTCS MHAYLIMpYeMasi CHHTa3a
NO (iNOS). JlanHbIit (hbepMEHT UTpaeT KIIOUYEBYIO POJIb
B IIpolieccax OKUCIUTEIbHOTO CTpecca M KaHIIepOreHe-
3a B YCJOBMSIX OKMCIMTEIBHOTO CTPECca M BOCMAJICHUS.
Boicokuii ypoBeHb NO MOXET MOAaBIATH MTPOLIECC JbIXa-
HUST B MUTOXOHAPUSX. DTOT 3(PPEeKT MOXKET MPUBECTU
K YBEJUUYEHHUIO 00pa30BaHUs CYIIepOKCHUIA C YCHICHUEM
okucnaureabHoro crpecca [13]. S. Ohta et al. mpeamnoo-
KWIM, 9TO TOBBIIICHHBIN ypoBeHb NO MMeeT MpsSIMYIO
CBSI3b C 103011 00JIydeHHUsI — aBTOPHI HAOJIOOAIU TTOBBI-
meHHbIi ypoBeHb NO B niepBbie yackl nocie JIT [14].

BocnaneHue Takxke urpaeT CyIIECTBEHHYIO pOJb
B aKTUBAallUM IIPOLIECCOB OKMCIUTEIbHOIO CTpecca.
[Ipsimoe Bo3aelicTBME MOHU3MPYIOIIETO U3IYYeHUS WU
ROS Ha HOpMmanbHbIE KJIETKM TPUBOAUT K MOBpPEXIE-
HUIO siIepHoi 1 MuToxoHapuanbHoil JIHK, uTo crioco0-
CTBYET I'MOeIM KJIETOK B pe3yJibTaTe aIllonTo3a U HeKpo-
3a. AMOITO3 KJIETOK MOXET BbI3bIBATh BHICBOOOXKICHUE
MMPOTUBOBOCIIAJIMTEILHBIX IIMTOKMHOB, Takux Kak I1L-10
u TGF-, B To BpeMsi Kak HEKPO3 CITOCOOCTBYET BbICBO-
0OKIEHUIO TIPOBOCTIANIUTEIbHBIX HUTOKMHOB — IL-1,
IL-6, 1L-8, IL-13, IL-33 u TNF-a u apyrux memnxaTo-
poB BocnajeHus [15]. XpoHudyeckunii BocnaauTeIbHbII
MPOIIECC MOXKET COXPAHSATHCS Ha MPOTSKEHUU TUTUTEIb-
HOro BpPEMEHM II0C/Ie JIy4eBOTO BO3IEUCTBUSI, YTO CBSI-
3aHO C XPOHMYECKHUM OKHUCIUTEIbHBIM ITOBPEXKICHUEM.
JlaHHbBIE M3MEHEHUs MOTYT BBI3bIBaTh HECTAOMJIBHOCTh
reHoMa M HapylleHUe HOPMaJbHOW (DYHKIIMU KIIETOK
Koxu [16].
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H3zmenenus cocyooe na ghone ayuesoit mepanuu

ITox Bo3meiicTBMEM WOHM3UPYIOIIETO W3IYYEeHUS
MPOUCXOAUT TOBPEXKICHUE SHIOTEJMATbHBIX KICTOK
U CTPYKTYPHBIX 2JIEMEHTOB COCYIOB, B pe3yJbTaTe Yero
cHMXaeTcsl Tepdy3usi TKaHEeW, IOBBIIIACTCS ITPOHU-
1IaeMOCTh COCYIMCTON CTEHKHU, IIPOMCXOMUT BBIXOMI
¢ubprHa BO BHEKJIETOYHBI MATPUKC M BO3HUKACT
OTeK. YKazaHHas cocyaucTass AUCQYHKIIUS MPUBO-
OIUT K Pa3BUTUIO TUIIOKCUU B MOpPaKeHHBIX TKaHIX
C aKTuBauMein ¢hakTopoB, MHAYLIUPYEMBIX T'MITOKCHUEH
(HIFs). Terepoaumep HIF-1a u HIF-1p nipu TpaHcio-
Kallud B SAPO aKTUBUPYET TPAHCKPUIIIIUIO TEHOB,
YUaCTBYIOIIMX B MUIpallUU, TpoJudepanuu, amnomnTo-
3¢ ¥ aHrnoreHesze. MakTop pocTa dHAOTENUSI COCYIOB
(vascular endothelial growth factor, VEGF) neiicTByer
onocpenoBanHo yepe3 HIF. B ycioBusix runokcuu sKc-
npeccuss VEGF ycunupaetcs, mpoucxoguT abeppaHT-
Hoe (opMHUpOBaHHUE COCYIMCTON CeTH, HapylIeHUe
TKaHeBO# Tepdy3uu, pa3BUBAECTCS OKMUCIUTEIbHBII
cTpecc M najibHelInee moBpexneHue koxu. Hakore-
HUe MakpodaroB CIIOCOOCTBYET IMOAAEPKAHUIO paaua-
LIMOHHO-UHAYLMPOBAHHOIO MOBPEXACHMSI TKaHel 3a
cueT BeipaboTku HIF-1o 1 akTMBHBIX (popM KKciopoaa
[17, 18].

DakTopbl PUCKA JIyYEBOr0 JEePMATHUTA

Dakmopot, C6A3AHHDLE C ACHECHUEM:

1. Bricokas cymMmapHasi 103a 1 0oJjiee BhICOKas J03a
3a dpaximto JIT (Bb1Oop cyMMmapHOii U pa3oBoit mo3b1 JIT
onpeaensieTcss MOpGOJIOrMIECKUM BapUaHTOM 3J0Kaue-
CTBEHHOM OIyXOJIM, TIPOBOAMMBIM ITPOTOKOJOM IIPOTH-
BOOITYXOJIEBOT'O JICYEHMS).

2. DHeprug nydyka ((pOTOHBI pa3HOI SHEPIUU OTAA-
0T MaKCMMYyM CBOEI 3HEepruu Ha pa3jiuvyHoOi I1yOuHe,
M3-3a 3TOrO J03a Ha KOXe B TaKUX CIyJasix OymeT pas-
JINIHOI).

3.  Bosbiioit 00beM U TII0IIAAb O0JIyYeHUS.

4.  30Ha «CTBIKOBKM» MEXIY 2JEKTPOHHBIMU U/WUIU
(OTOHHBIMU TIOJISIMM BO3HUKAET, KOTJAa M3-3a KIMHUYE-
CKOM HEOOXOMUMOCTH IPUXOIUTCS MPOBOAUTH OO0JIyYe-
HUE U3 HECKOJbKHX HM3O0IIEHTPOB (HampuMmep, KpaHUO-
CIIHAJIbHOE OO0JIyYyeHHue, LIeJeBO 00beM MMEET IMHY
OOJIBIIIYIO, YEM MOXET 3aXBaTUThb JUHEHHBIN YCKOPUTEIh
2JIEKTPOHOB). B Takmx ciyyasix MpOMCXOAUT TPUCOEIM -
HEHMeE JOTIOJHUTEIbHBIX M30LIEHTPOB AJISI IIOJTHOLICHHOTO
00Ty4eHUs 1IeJIeBOTO 00beMa.

5.  HWcnonw3oBaHue TKaHEBOTO 9KCITaHaepa
n GomocHoro Marepuana (mis 100 % mosHoro pacripe-
nenaeHusT (DOTOHOB B KOXe, HAIllpUMep, MpHU JIeYCHUU
MATKOTKAHHBIX CAPKOM U IPYTMX MOBEPXHOCTHO PacIio-
JIOXKCHHBIX OITyXOJICi B 00JIACTU T'OJIOBHI U IIIEN).

6. OaHOBpeMEHHAasl CUCTeMHasl Tepalus ¢ 00Jyde-
HUeM (paaroCeHCHUOUIU3UPYIOIIUe Ipernaparsl, TaKhe
KaK TMaKJIUTaKCeN, JOLeTaKCea, aHTPAIUKIUHbI, TaKTU-
HOMMUMH, MEeTOTpeKcaT, S-pTopypanui, TiIpoKCUMoYe-
BUHA, OJICOMUIIMH U LIETYKCUMa0) CBSI3aHBI C Pa3BUTHUEM
JiyyeBoro aepmatuTta [19].
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Dakmopbt, c6:A3aAHHDBLE C NAUUCHMOM:

1. Taxenast SHIOKPUHHO-OOMEHHAs! TUCHYHKIINS,
HaIpuMep, CaxapHbIil 11a0eT, KAXSKCHSI.

2. TeHeTWuyeckue aHOMaJWM, TIpeApacIioiaraimo-
mye K OoJyiee TSKEJIOMY pPaauallMOHHOMY [I€pPMAaTHTY,
HampuMmep, MyTallU¥ B FeHE aTaKCUU-TEICaHIMIKTa3UU.
Bbu10 BBICKA3aHO MPEAIOIOXEHHUE, YTO pa3BUTUE TSIKE-
JIOTO JIy4eBOI'0 IepMaTUTa MOXET YKa3biBaTh HA HAJIU4YUE
HEBBISIBJICHHBIX T€HETUYECKMX aHOManuii B reHe ATM
(aTakcHsI-TeNIeaHTUAKTA3Ms ), KOTOpbIE IIpeapacnonaraior
K Pa3BUTHIO KOXHBIX ocIoxXHeHuit [20, 21].

KinHnyeckasi KApTHHA JIy4eBOro 1epMATHTA

PanHsist spuTeMa, cBsI3aHHasI ¢ BOCIIaJICHUEM, BBICBO-
0OXIEHUEM TMCTAMUHOIOMOOHBIX BEIIECTB, MPOHUIIAE-
MOCTBIO U paclIMpeHueM KaIlWUISIPOB U IOCIIEAYIOIINM
OTEKOM KOXM, MOXET HaOJI0AaThCsl B T€YCHHUE HECKOJIb-
KHMX 4acOB I10CjIe 00Jy4eHusl, Jaxe Mocjae OgHOM dpak-
i JIT (2 Ip), u mpoxoauts yepe3 24—48 4 [22]. [Tocne
CTUXaHMS TIEPBOHAYAJIbHON 3pUTEMBI HAcTymaeT Ooliee
nmo3aHsist basa, BO BpeMsi KOTOPOU IIPOUCXOIUT PaCILIK-
peHMEe KallWLISIPOB, KCTpaBa3alls SpUTPOLIMTOB U, KaK
CJIEICTBUE, YCUJIEHUE 3PUTEMATO3HOM peakiMM, OTeKa
(puc. 1). OcHOBHas 3pUTeMaTO3HAasl pPeakKilus TOSBIS-
eTcs MmpuMepHo Ha 2—3-ii Henene (B TeueHue 1—4 Hen)
nocie obnydyeHus. PazButue sputemMsbl B 0ojiee paHHUE
CpOKM HaOJI0gaeTcsl y MallMeHTOB C YYBCTBUTEIbHOM
Koxeii [23, 24].

Puc. 1. Pannee ayuesoe nospescoenue (ocmpas ayueeas peakyus). Ipume-
Ma KOJCHBIX NOKPOBOB, BbIPAICEHHDIL OMEK 8 00AaCmu MAeKUX MKAaHell AUya

Fig. 1. Early radiation damage (acute radiation reaction). Erythema of the
skin, severe swelling in the soft tissues of the face

IMocne 3-ii Hemenu WM MPU NTOCTUKEHUM KyMYJisi-
tuBHOM 1036l JIT B 30 Ip MoXeT pa3BUTLCS UCTOHUYEHUE
SMUAEpPMICa, ITOBPEXICHUE SIUTEIUATbHBIX KIIETOK,
CHIDKEHME CEKPEIIMM CaJbHBIX M ITOTOBBIX XeJie3, TUIep-
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MUTMEHTALIMS, IeCKBaMallksl KJIETOK POTOBOTO CJI0sI AU -
JIepMHca, COMPOBOXIAIOIIMECS 3yIOM, — CyXOH paano-
IepMaTtur (puc. 2).

Puc. 2. Ocmpas ayuesas peaxuyus — cyxoit paduodepmamum. Kcepos kooxucu,
Oeckeamauuss. NOBEPXHOCHHBIX CA0e6 SNUOEPMUCA, 2UNepnUSMeHmauus,
Yympama nyuKo8bix 8040

Fig. 2. Acute radiation reaction — dry radiodermatitis. Skin Xxerosis,
desquamation of the superficial layers of the epidermis, hyperpigmentation,
loss of vellus hair

ITocne 4—5 nen (45—60 Ip) Tepanuy BO3HUKAET BiIaxkK-
Hasl JecKBaMallMsl, IJIsSI KOTOPO XapaKTepHbI IIyOOKue
3pO3MM C CEPO3HBIM DKCCYIATOM, YTO CBsSI3aHO ¢ Ooiee
[JIYOOKMM IOBpEXIECHUEM KJIETOK SIIMIEPMIUCA C BOBJIE-
yeHreM 0a3allbHOrO CJIosl, pa3BUTUEM HEKpO3a TKaHei
¢ TIOCJIeAyIOIINM oOpa3oBaHeM (UOPUHO3HOTO IKCCY-
nata (puc. 3). CUMITOMBI COXPAHSIOTCS B TEUEHUE BCETO
nepuoga JIT u mocTuraloT MakKCMMaJIbHOM BBIPaXKEHHO-
cTu uepe3 1—2 Hen mociie 3aBepiieHus JedeHus. M3bsa3-
BJICHME WIM HEKPO3 BCEi TOJILIU AEPMbl MOXET Pa3BUThCS
KaK HaubOoJiee TsKeJloe MOBpeXIeHre pu 00Jiee BHICO-
KUX 103aX paayaliiu.

Yepesz 3—5 Hem mnocne oOJydyeHUS HAUYMHAIOTCS
pernapaTuBHBIE IIpoliecchl B Koxe. [1oiHoe 3axuBjieHue
B 3aBUCHMOCTHU OT TSDKECTHM peakiMU IIPOUCXOIUT Yepe3
1—3 mec [25]. [Ipoliecc MOXKET 3aBEPIIMTHCS YaCTUYHBIM
(bubpo3rpoBaHMEeM, YTO B 30HE POCTa BOJIOC HPUBOIUT
K croiikoii amomeunu [26—28]. IloctBocnanuTenbHast
TUTIEPITUTMEHTALIMS OOBIYHO COXPAaHSETCSI B TEUYCHME
5—7 Hen u 0oJiee rmocie 00aydeHUs.

OlneHKa cTeneH: TSKECTH JIy4eBOro I1epMaTHTa

CTerneHb JIyu4eBOro JAepMaTUTa ONpeAeIsseTCs C ITIOMO-
LIbI0O HECKOJIbKMX CUCTEM OLIEHKH, Takux Kak Common
Terminology Criteria for Adverse Event (NCI-CTCAE),
CUCTEeMBbl OlLIeHKM TokcuyHocTti Radiation Therapy
Oncology Group (RTOG) (Tabnuiia).
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Puc. 3. Ocmpas ayuesas peaxyus — 3Kccy0amugHblil Uy 6AANCHbLL Paduo-
Odepmamum. [ly3eipu, HANOAHEHHblE CEPO3HOU MHCUOKOCMbIO, BCKPBLIUCY,
Snudepmuc Ommopecs, ommeuaemcs 00pazoeanue GUOPUHOBOL NACHKU

Fig. 3. Acute radiation reaction — exudative or wet radiodermatitis. Bubbles
filled with serous fluid opened, the epidermis was torn off, the formation of
a fibrin film is noted

IIpodunakTuka pa3BuTHS Jy4eBOTO JepPMATUTA

Ob6wgue npunyunot

IMauuentam, nonyvaromum JI'T, pekoMeHIOBaHO
HOILIEHME CBOOOMIHOM XJIOTIKOBOM WM JIbHSIHOM OJEXIbI,
He TpaBMupymomeit Koxy. Cremyer m30eraTb KOHTaKTa
C BellleCTBaMU, COJEpKalllMMKU CIUPT, 3(PUpHBIE Maca,
iiol, MpSIMOTO KOHTaKTa O0JacTM OOJyYeHMsI C MeTas-
JIMIeCKUMHU TIpenMeTaMu (YKpaIIeHUSIMUA, MOJTHUSIMU),
KJIeHKUMU 3JeMeHTaMU (TIIacThIph). ExkemHeBHast TUTH-
eHa OOJyYEeHHOTO ydyacTKa KOXM HOJIKHA TPOBOIMTH-
Ccsl TeIUIoM BOAOM, MSITKOM HeaOpa3MBHOM MOYaJKOM
¢ pH-HeitTpadbHBIM MBIJIOM WIH (PU3UOTOTUTICCKAM
pactBopoM. 17151 TocieayIoero yBiIaXKHeHUs allieHTaM
PEKOMEHI0BAHO MCMOJIb30BaTh JUMUI0BOCTIOIHSIIONINE
npernaparbl — 3MOJIeHThI. [1pu HapylIeHUM 11eJIOCTHOCTU
KOXXHOTO TTOKPOBa, prcKe MHOUIIMPOBAHMS PEKOMEHIO-
BaHbl BOCCTaHaBIMBAIOLIME 3aXKUBJSIIOLIME TMpernapaThbl
C IIMHKOM, MeIblo WM cyKpaiabdaTom. [Ipm BBICOKOM
YPOBHE MHCOJISILIMU ClIeyeT M30eratb BO3AEUCTBUS Mpsi-
MbIX COJIHEYHBIX JIy4yell, MOKa3aHbl COJHILE3aIIUTHbIE
cpencTBa ¢ MaKCMMallbHBIM 3HaueHueM SPE, mpenmouTtn-
TeJIbHO Co/iepXKalle MUHEPATbHbIE SKPaHHbI.

EauHCTBEHHBIM MPOGUIAKTUYECKUM MEPONPUITU-
€M /15 3alMThl OT paAUallMOHHOTO JepMaTUTa C BbICO-
KUM YPOBHEM J10Ka3aTEJbHOCTHU SIBJISIETCS MIPUMEHEHUE
TONMUYeCKNX ThaoKokoptukoctepouno (TI'KC) [31,
32]. TlpodunakTuueckoe TIpUMEHEHWE CTEPOUIOB
MOXET YMEHbBIIUTb TSKECTb JIYy4eBOU peakuuMu KOXU
Oyaromaps MX MPOTUBOBOCHAIUTEIbHOMY AEUCTBUIO —
cHmwxkeHuwo npoaykuuu IL-1, 1L-2, IL-6 IFN-y, TNF
U TUCTAMUHA.
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Ouenka cmenenu KoxcHoi mokcuyHocmu no cucmemam RTOG u NCI-
CTCAE [29, 30]

Evaluation of the degree of skin toxicity according to the RTOG and NCI-
CTCAE systems [29, 30]

Cucrema
Kinnnnyeckue nposiBiieHus
Clinical manifestations

Scoring
system

Het usmenenmit
No change
I Dpurema, 1IeTyleHUe, aToneus
Erythema, desquamation, alopecia
BeipaxkeHHast apuTemMa, BIaskHbIE 9PO3UH, OTEK
Severe erythema, wet erosions, edema

CnuBaloIIrecst BIaXXHbIE 9pO3UH, My3bIPH
Ulceration, hemorrhage, necrosis

RTOG 11

111

v W3bs3BiIeHNE, FeMOpPAruu, HEKPO3
Merging wet erosions, blisters

Het uzmenenuii
0
No change

I Crnabast apuTema Win IienylieHe
Mild erythema or scaling

DpureMa OT yMEPEHHOM 10 BbIPAKEHHOM; JIO-
KaJIbHbIE 9PO3UH, B OCHOBHOM OTpPaHUYEHHBbIE
1T CKJIaIKaM¥ KOXW; YMEPEHHBIN OTeK
Erythema is moderate to severe; local erosions,
mainly limited to skin folds; moderate swelling

MoxHy1re 3po3un He TOJIBKO B 00J1aCTH
CKJIaIOK; KPOBOTEUEHHUE, BbI3BAHHOE HE3HAUM-
TEJIbHOM TpaBMOWA
Weeping erosion is not only in the area of the folds;
bleeding caused by minor trauma

Vrposkaroliye Xu3H1 COCTOSTHUST: HEKPO3 KOXKMU

WJIM U3bSI3BJIEHUE IEPMbI Ha BCIO TOJIILIMHY;

CIIOHTaHHbIE KPOBOTEUEHUSI U3 TIOPAXKEHHOTO

v y4acTKa; MoKa3aHa TPAHCIUIAHTALIUST KOXU

Life-threatening conditions: skin necrosis or full-

thickness ulceration of the dermis; spontaneous
bleeding from the affected area, skin graft
indicated
|

NCI-
CTCAE 1

B Hacrosiiiiee Bpemsi OTCYTCTBYIOT PaHIOMU3UPO-
BaHHBIE MCCJIENOBAaHMS, KOTOPbIE Kacajluch Obl Iepma-
ToJlornyeckoil TokcuuHoctu nocie JIT y gereit. OOLiue
MPUHIUTIBL €€ TPOMUIAKTUKN U JICUEHUSI Y B3POCITBIX
MaIMEHTOB MOTYT OBITh MPUMEHUMBI K TIeIUaTPUIeCKOM
KOTOopTe OOJIbHBIX.

B cooTBeTCTBUM € BO3pAaCTHBIMU OTPaHUYEHUSIMU
npumensiiores TITKC, Hanpumep MeTUINPEIHU30JI0HA
aueroHat kpem 0,1 %, ruapokoptusona masb 1 %. Ilpe-
rmapaThl HAHOCST Ha 00J1acTh JieueHust | wiu 2 pasza B IeHb
nocyie kKaxaoro ceanca JIT [22, 33]. [lpu HapylueHUU
1IEJIOCTHOCTU KOXU 1 MH(GUITMPOBAHUY PAHEBO MTOBEPX-
HOCTHU MPUMEHSTIOTCS] aHTUOAKTepUaTbHbIe KPEMbI M Ma3u
W KOMOMHUPOBaHHbIE Mpenapatsl, coaepxaiue T KC
W aHTUOAKTEPUAIbHBIM W/WIM  aHTUMUKOTUYECKUIA
kommoHeHT. [Ipy HapylleHUM METOCTHOCTU KOXXHOTO
MOKPOBa — AMUTEIM3UPYIOIINE TIperiapatbl. MoryT OBbITH
TakXe PeKOMEHJOBaHbI YIIOMSIHYThIE paHee BOCCTaHaB-
JIMBAIONINE 3aXKUBJISIONINE CPEJICTBA C LIMHKOM, MEIbIO
WK cyKpaibdaToM, MCHoib30BaHUe MHAM(dEPEeHTHOMI
MyApbl HA 00JaCTU OOJTYYESHUS.

Hu3skovHTeHCUBHAS Jla3epHasi Teparnus MpeIcTaBsieT
coboil euebHOe BO3AENCTBUE ONTUYECKOTO U3JIyYeHUSs,
MCTOYHUKOM KOTOpPOTO siBJsieTcs Ja3ep [34]. Merton npo-
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JIEMOHCTPUPOBAJI XOPOIIIMEe Pe3yJbTaThl B KaUeCTBE IPO-
GUIaKTUKK panroaepMaTuTa, KCEpOCTOMUU 1 MYKO3UTa
nosnoctu pra [35]. EcThb npeAanochiiKu UCIONb30BAHUS
HM3KOYPOBHEBOI JIa3¢pHOM Tepanuy IS KOPPEKLUU
nmoctiaydyeBoro puoposa Koxu [36].

CykpanbdaTr — npemnapatr MecTHoro neiicteus. Ilpu-
MEHSETCSI B JICYCHUU OXKOTOB, SI3BEHHBIX He(HEKTOB,
JIepMaTUTOB, MyKo3uToB [37]. B Hacrosiee Bpems HeT
JIaHHBIX, OJHO3HAYHO TOATBEPKAAIOMINX ero 3ddeK-
TUBHOCTb B KaYECTBE CPEICTBA MPOMMIAKTUKYI JTyIeBOTO
JIepMaThTa, HO MEXaHU3M NCHCTBUS NejaeT OIlpaBaaH-
HBIM €T0 UCITOJIb30BaHUE.

JexcranteHon (mpoButamuH BS5) — crabunbHas
¢dopMa IMaHTOTEHOBOI KMCIOTHI. JleKCmaHTeHOJ Mpe-
00pa3yeTcsl B TKaHSIX B IMAHTOTEHOBYIO KHCJIOTY, KOTO-
pasg HeoOXoaMMa IS HOpMaJAbHOW (PYHKLMU SIIUATEINS
U CITOCOOCTBYET pereHepaluy KOXH 1 3aXKUBJICHUIO PaH.

Jleyenue JIyueBOro nepMaTuTa

JleyeHue nayyeBOro nepMaTruTa 3aBUCUT OT CTEIEHU
TSKECTH MOBPEXICHUS KOXMU.

Jepmamum I cmenenu (caabas spumema uau weayuie-
Hue)

Jnsg OGonbIIMHCTBA IMALMEHTOB OOIIME MeEphl II0
YXOIy 3a KOXeW IPEeACTaBISIOTCS AOCTAaTOYHBIMM IUIS
obsieryeHust cuMnToMoB aepmaturta | cremenu. bepex-
Hasg rurueHa MarkuM (pH-HeidTpaabHBIM) MBIJIOM WA
(GU3MONOTUYECKM PAaCTBOPOM JIJISI CHUKEHUST OaKTepU-
aJIbHOM HArpy3KM U prcKa MHGULMPOBAHUS. YBJIaxKHE-
HUE TOBPEXIECHHON KOXM TOHKHM CJIOeM HeapoMaTH-
3UPOBAHHOM, TUAPOGUILHON, He comepKalleil JaHOJIUH
Ma3blo 2—4 pasa B JeHb. CliefyeT MOMHUTh, YTO MECTHbBIE
YBJIQXKHSIOIINE CPEACTBAa MOTYT IEMCTBOBATh KaK KOXKHBIH
00JIIOC U YBEIMYMBATh 103y OOJIyYEHUS KOXM, ITOITOMY
MallMeHTHl JTOKHBI OBITh MPOMHMOPMUPOBAHBI O TOM,
YTO HE CJIeAyeT MPUMEHSTh 3TH CPEACTBA Tepel CEaHCOM
JIT. TIpumenenue TI'’KC mo3BossgeT KynmupoBaThb MpOsiB-
JICHUS JIy4eBOTo JAepMmaTuTa I cTerneHu M HUBEIUPOBaTh
3yI.

Hepmamum II-III cmenenu (vipaxcennas 3pumema,
apo3uu, omek)

[MaumeHTl ¢ 3KCCYyTaTMBHBIM  paardoAepMaTUTOM
MMOABEPKEHBI IMOBBIIIEHHOMY PHUCKY WHQUIIMPOBAHUSI
U JOJDKHBI HAXOAMTHCS TON HabOaoaeHueM. BiaxkHbIid
paguonepMaTUT TpeOyeT Tepanuu ¢ IPUMEHEHUEeM paHe-
BBIX TOBSI30K, KOTOPbIE MEXaHWYECKHU 3alllUIIAI0T paHy
OT 3arpsi3HEHHUi, o00ecneuyuBalOT aHaJbIe3UPYIOLINA
apdexT, GOPMUPYIOT BIAXHYIO PaHO3aXKUBISIONIYIO
cpeny — YCKOpPSIIOT (DarolmTo3 6akTepuii, BHEKJIETOUHBIX
OCTaTKOB M HEKPOTUYECKOIro MaTepualia, IOIJIOIICHUE
paHeBBIX BBIIEICHMH, dMUTEIU3alNUI0. YTOOBI TIOBBICUTH
KOMILIa€HTHOCTb MallMeHTa MPU JVIMTEIHBHOM MCITOIb30-
BaHUM, TTOBSI3KHU MOJDKHBI OBITh YIOOHBIMM, TOTIJIONIATh
0O0JIBIIIOE KOJMYECTBO CEPO3HOIO OTAEISIEMOIo M3 paHbI
IJIS. TIPeIOTBpAIlleHUST Mallepallii OKPYKaroIleil 3mopo-
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BOI KOXU, JIETKO YIAJISIThCs O€3 pa3pylleHus HOBOI rpa-
HYJISILIMOHHOM TKaHW. B HacTosiee BpeMs UCIIOIb3YIOT-
Cs TIOBSI3KM U3 CWJIMKOHOBOM MeHBbI (Harpumep, Mepilex
Lite) [33].

[TanueHToB cienyeT MPOUMHCTPYKTUPOBATh O HEOOXO-
IUMOCTH MPUMEHSITh KOMIIPECCHI ¢ OOBIYHBIM COJICBBIM
pPacTBOPOM HECKOJIBKO pa3 B IeHb, HAKJIAIbIBaTh ITOBSI3KY
MOCJIe OUMCTKU PaHbI M YaCTO MEHSIThH MOBSI3KU B 3aBUCH -
MOCTH OT BBIPa>KEHHOCTU KJIMHUYECKUX CUMIITOMOB. [Tpu
MPUCOSTMHEHNN BTOPUYHON MH(MEKIIUU JeUCHUE TOJIK-
HO TIPOBOAMUTHCS MECTHBIMU W/WJIM CUCTEMHBIMU aHTHU-
ounotukamu. [ToBsI3KM Ha OocHOBe cepebpa Takxke obOJa-
JIAl0T aHTUOAKTepUaIbHBIMU CBOlicTBaMu. bera-ritokaH
WIM KpeM C cyibdamana3zMHOM cepebpa TakKe MOTYT
ObITb 3(P(PEKTUBHBI, MX CJIEAYeT IPUMEHSTb TOJBKO
nocie JIT n ounctku obGiydyeHHOI obmactu. IToBsiI3KM
¢ cynabdanrazuHoM cepedpa JTOIKHBI C OCTOPOXKHOCTHIO
WCMOJBb30BaTbCd Y MALMEHTOB C TAXEJIOW IOYEUHOU
M TIEYECHOUYHOM HEIOCTaTOUYHOCTBIO M OOJIBHBIX C Jedu-
LIMTOM TJII0K030-6-(ocdaraernaporeHaspl. Y MalneH-
TOB, MOJTYYaIOIIUX COMYTCTBYIOIIYIO XUMUOTEPATTUIO WU
MMEIOIINX MOBBIIIEHHBIN PUCK Pa3BUTHSI HEUTPOIICHUH,
HE0OX0IMMO ITPOBOAUTL KOHTPOJIb aHAIN3a KPOBU.

HecrepounHbie mpoTUBOBOCIIATUTEIbHBIC ITpeapaThl
00ecCIleurBalOT aHAJIbIe3UPYIOIIUIA 1 TIPOTUBOOTEYHBIN
3D dEKTHI.

Hnsa nedyeHus BYJbBAPHOIO JIy4EeBOTO JepMaTuTa
MOXET MPUMEHSITHCSI TOIMMYECKUI I'paHyJIOIMTapHO-Ma-
KpodaraJabHbIil KOJIOHUEeCTUMYIUpylomuii ¢axkrop [38].
IIpu BnaxkHOM pagmomepMaTUTE MPEITOXKEHO MCIIOJb-
30BaTh TEHHBIC MOBS3KU C PEKOMOMHAHTHBIM YeOBe-
YecKUM snuaepMaibHbIM (dakropom pocrta (rthEGF)
¥ TPaHYJIOLIMTapHBIN KOJOHUECTUMYIMPYIONINI (hakTop,
MOAKOXXHO BBOAUMBIH 110 Tiepudepun passl [39, 40].

Jepmamum IV cmenenu (uzosazeaenue, cemoppacuu,
HeKpo3)

Paguogepmatutr IV cremeHum — peakoe OCIIOXHE-
Hue. XUpypruyeckoe MCCEYCHME SIBISIETCSI OCHOBHBIM
meTonoMm jaedeHus. CruenyeT mnpekpatuth JIT, nmposectn
XUPYPTUUECKUI NeOpUAMEHT (XUPYPIUUECKyr o0paboT-
Ky paHbl) ¢ MOCIeayIolIel MmIacTUKoi nedekra KOXHO-
MBIIIEYHBIM JIOCKYTOM.

3akioyenne

Jly4eBoii IepMaTUT SIBJISICTCS YaCThIM HeKeJIaTeIbHbIM
siBJieHueM Tipu TipoBefaeHuu JIT maimeHTaM OHKOJIOTH-
4yecKoro npocduisi. BeipakeHHbIE TTPOSIBICHUS J1y4€BOrO
JepMaTUTa OKa3bIBAIOT 3HAYMMOE OTPHUIIATEIbHOE BIIMSI-
HME Ha KA4eCTBO XM3HU MAaLMEHTOB U UX OJIM3KUX, MOTIYT
MPUBOAUTH K (DYHKIIMOHATBHBIM HAPYIIICHUSIM, a B TSKe-
JIBIX CJIyYasix MPeICTaBIsATh YTPO3y ISl XKU3HU 00JIbHOTO.
IIpoBeneHne TpoGUIAKTUYECKUX M TepareBTUUYECKUX
Mep B OTHOILEHUU JIyYEBbIX IMOPAXKEHUI KOXU SIBISIETCS
Ba)XHBIM 3TaIlOM BeACHUsI OHKOJIOTMYECKUX MAllMEHTOB,
nosyyatormux JIT.
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KoHnTakTHble naHHble: Dira Bauecaasosna Kymuposa k_ella2004@mail.ru

Inumenuoudnas eemarneuosnoomeauoma (II13) — peduaiiwas onyxoab cocyoucmoeo psoa, 6CMpeUaArULascs 8 20A08HOM Mo3ee.
B neduampuueckoii epynne nayuenmos doas 313 cocmaesasem eceeo 0,02 % 6cex HO8000paz06anull 201081020 M0O3ed, 8 C8A3U C HeM
OHKO2eHe3 U NPUYUHbL B03HUKHOBEHUs. OAHHO20 HOB000PA306AHUS 8 HACMOSWUL MOMEHM u3yueHsl HedocmamouHo. Buympuuepennas
aokanuzayus 1D upessviuaiino pedka, mem He MeHee OAHHbIL 6U0 HO8000pA308aHUSL 00AdICeH OblMb 6KAOYEH 8 JudepeHyuanbHo-
duaznocmuueckuil pso Npu BblA6ACHUU HA MASHUMHO-PE30HAHCHOU MOMOSPADUU MHONCECIBEHHbIX GHYMPUMO3208biX 00paA308aAHULL
HeboabUL020 pasmepa ¢ eunourmeHncusHbim MP-cuenanom 6 pedxcume T2. Cneyuguueckoii mepanuu 6 nacmosujee pems 041 0AHHO2O
3a601e6anus He paspabomano, ONMUMANLHBIM CHOCOOOM AedeHus A8Asemcs Xupypeuueckoe yoaneunue 006eMH020 00pa306aHus npu
B03MOINCHOCIU BbINOAHEHUs OAHHORO 8UA neweHus. B naweii cmamve npedcmaenen KauHu4eckuii cay4aii NEPEUHHO20 MHONCECMBEHHO20
HOPAdICeHUs UeHMPANbHOU HepEHOLl cucmembl y pebenka 14 n1em ¢ 0aumenbHbiM AHAMHE30M SNULEACUU.

Ilo Hawum OdanHbiM, npedcmasaeHHblil KAUHUYECKUL CAYYAall nepeudHol MHodcecmeenHol DD 20106H020 Mo3ea 6 neduampuueckoil
NONYAAYUU A6A5eMCS OUHCIMEEHHBIM 3aPecUCmPUPOBAHHbIM 6 MUpe.
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Clinical case of primary multiple hemangioendothelioma in a child with CNS lesions

M.A. Kolcheva®?, E.V. Kumirova®>*, M.1I. Livshits', D.A. Skobeev', V.N. Umerenkov', B.1. Oleynikov"?,
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Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115478, Russia; *Scientific and Practical
Psychoneurological Center named after Z.P. Solovyov of the Moscow City Healthcare Department; 43 Donskaya St., Moscow, 115419, Russia

Epithelioid hemangioendothelioma (EHE) is one of the rarest vascular tumor found in the brain. In the pediatric group of patients, the
proportion of EHE is only 0.02% of all brain neoplasms, and therefore oncogenesis and the causes are currently not well understood.
Intracranial localization of EHE is extremely rare, nevertheless, this type of neoplasm should be included in the differential diagnostic series
when multiple small intracerebral masses with hypointense MR signal in T2 mode are detected on magnetic resonance imaging. No specific
therapy is currently developed for this disease, the optimal treatment is surgical removal of the volumetric mass if this type of treatment is
possible. This article presents a clinical case of a primary multiple CNS lesion in a 14-year-old child with a long history of epilepsy.

According to our data, the presented clinical case is the only one registered in the world, with primary multiple CNS EHE of the brain in the
pediatric population.

Key words: epithelioid hemangioendothelioma, brain tumor, multiple intracranial masses, vascular tumor
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Baenenue BI'D neMOHCTpHUPYET MAaTOJIOTUICCKIE XapaKTePUCTH -

DrnuTenuonaHas — reMaHruosHmoreamoma  (BI'D)  ku, mpucymine Kak To0OpOKaueCTBEHHBIM, TaK M 3JI0Ka-
SIBJIICTCSI PEIKOI OITyXOJIBIO COCYIMCTOTO ITPOMCXOXKIE- YCCTBEHHBIM HOBOOOpA30BaHMSIM. 3JI0OKAYECTBEHHBIMM
HUsI, COUeTaolleil HeKOTOphle TMPU3HAKM TeMaHTHMOMBI Tpu3HakamMu DI'D gBISIOTCS CITIOCOOHOCTh K WHBA3UU
W aHTUOCAapKOMBI OTHOBPEMEHHO. BIlepBrle maHHOE B OKpYXKalOIIMe TKAaHM M METacCTa3MpPOBAHMIO, a TaKXKe
HOBoOOpa3oBaHue ObUIO orucaHo Weiss n Enzinger [1] CKJIOHHOCTb K Pa3BUTUIO PELUIAMBOB, IMPUUYEM 3TU TIPU-
B 1982 1. m rucToOTMYeCKN KiIacCU(UIIMPOBAHO B BUAC 3HAKU 0oJiee BRIPpAXKEHBI IIPH JIOKATU3AIINN 00pa30BaHUS
4 BapuMaHTOB: OJIMTCIMOWIHBINA, BEPETEHOOOPA3HBINM, B BEIIECTBE TOJOBHOTO Mo3ra. [lepBUYHBINM oyar, Kak
ManWUISIPHBINA ¥ Kano3u@opMHblii. DD BcTpeyaeTcs BO  IpaBUJIO, JloKaau3yercst B rmedyeHu (21%) wiam medeHu
BCEX BO3PACTHBIX TPYIIAX. Y XEHIIUMH OTMedaeTcs 001b- 1 Jerkux (18 %), wiu nerkux (12 %), niam KOCTHOM TKa-
1Iast IPeapacIioNoXeHHOCTb B oTinure oT MyxuuH (2:1), Hu (14 %). B xnaccudukanuu BeceMupHOit opraHr3anmnmn
KOPpEeJAIAsT MEXIy BO3pacTOM M YacTOTOM pa3BuTus 3apaBooxpaHeHus (BO3) 2007 r. DI'D kmaccudumpona-
BI'D mocToBepHO HE BHISIBIICHA. Jlach KaK HOBOOOpa3oBaHMe | cTreneHn (HM3Kas CTETICHB)
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3noKkavyecTBeHHOCTH. [To Kimaccudukanmum omyxosei 1eH-
TpaigbHOU HepBHOI cuctembl (LIIHC) BO3 2021 . BI'D
OTHOCHUTCSI K TMPOMEXKYTOYHbIM ormyxonsMm Il crernenn
3JI0Ka4eCTBEHHOCTH [2], YTO MEHSIET TAKTUKY ITOCJIeOne-
pPallMOHHOTO BeAeHUs OOJbHBIX, Mpearojaras 0osee
MHTEHCUBHOE HaOI0JeHue U 00s13aTe]IbHOE pacCMOTpe-
HHUE BOIIpOCa O HEOOXOAMMOCTH TPOBEACHUS alblOBaHT-
HOMU Tepaluu.

IIporHo3 y maumeHTOB ¢ DI'D HesiceH, IOCKOJbKY
TeyeHue 3a00JIeBaHUS U MCXOIbl IIUPOKO BapbUPYIOT,
OT JUIMTEJBbHOM ITIOJTHOU PEMUCCUU OO CTPEMUTEIBHOIO
MIPOrPEeCCUPOBAaHMSI, PA3BUTHUS PEILIMIMBOB U METacTa3M-
poBaHus [3—5].

Hcxonst U3 CyliecTBYIOIINX JTUTEPATYPHBIX UCTOYHM-
KOB, BHyTpuuepernHasg DI'D B nogaBisiionieM OOJbIINH-
CTBE CJIyyaeB IIpPEACTaBleHAa €OIMHUYHBIM IOPaKCHUEM,
Bcero omnucaHo 47 momoOHBIX ciiydaeB. MynbsTudoKaib-
HOE€ TEePBUYHOE MOpakeHUE BelllecTBa TOJIOBHOTO MO3ra
BO B3pPOCJIOM KOropTe ITAallMEHTOB BCTPEYACTCS KpauHe
penko [3], B neauaTpuueckoii rpyriie Coo0IIeHU 0 MHO-
JKECTBEHHOM IIEPBUYHOM ITOpa*kEHWU T'OJJOBHOTO MO3ra,
10 HAIIIUM TaHHBIM, HET.

B nipeacTaBieHHOM KIMHUYECKOM CIy9ae MbI OITMCHI-
BaeM KJIMHUYECKOE TeUeHUE IEPBUYHOTO MYJIbTU(OKAIb-
HOTO MopakeHHus ToJIOBHOTO Mo3ra DI'D y neBouku 14 et
C IJIUTEJIbHBIM aHAMHE30M SIUJICTICUH.

Krmnmaeckmii corygaii

B netipoxupypeuueckoe omoenenue I'bY3 «Mopo3zosckas
JATI'KE J[3M» obpamunace deeouxa 14 aem c xcarobamu
Ha npucmynsi N0OEpeUBaHus 6 npasoii pyke, NOCMENneHHo
nepexodsuue 6 OUCMOHUYECKYH) YCMAHOBKY KOHEUHOCMU
0e3 napyuwlenus cosuanus. M3 anamuesa u3gecmHo, 4mo
¢ 7 aem nayuenmka cmpaoaem snunencueil, OMmme4aiucs
NapoKCcusManbHvie nuU300bl 8 8Ude pe3Koeo ucnyed, Kpuka,
n0BOPOMA 20106bL U 2143 6NPABO C Nepexodom & Guiame-
DANbHBLI MOHUKO-KAOHUHECKUL NPUCIYR, OAUMEAbHO NPU-
Humana aumusnurenmuqeckyro mepanuro (A9T) — npena-
pam 8anbnpoesoil KUcAomol, Ha (oHe mepanuu 6 me4eHue
4 nem ommeuanace pemuccus, 8 12 rem ADT noanocmoro
ommenena. OOHAKO 8cKope nocae OMMeHbl InulenmuyecKue
npucmynsi gepryaucs, noamomy AT Obira 60300H081eHa:
8a1bNPOEBAs KUCAOMA He N03604584a 00CMUYbL KOHMPOAS
Had npucmynamu, nposoduics nodoop AIT, na momenm
nOCMynAeHus NOAY4AAa Ae6emupayemam U OKCKapoa3enuH.
Hecmomps Ha npoeederue npomueocy0opol’CHOl mepanuu,
Yacmoma NPUCMYN08 Y8eauuusanacy, 6 Ce3u ¢ 4em amoy-
AAMOPHO BLINOAHEHA MACHUMHO-DE30HAHCHAS MOMOPapusL
(MPT) eon06H020 Mo32a.

Ilpu obpawenuu 6 cmayuonap omme4aracv pesu-
cmeHmHocmos npucmynos k npogooumoil ADT, cmoilkas
eunokanvyuemus. Jpyeux Hegpoaoeuteckux OmKAOHeHUil He
OMMeHanocs. INudemMuosocuuecKuli AHAMHe3 He OMALOUeH,
nepeHeceHHbIX UHPDEeKYUOHHBIX 3a001e6aHUL, ONePAmuUEHbIX
emeuiamenvcme He 0blA0, XpoHUHecKue 3a001e8aHUs 34
UCKANHEHUeM INUAENCUU OMCYMCIMBOBANU.

IIpu MPT 201061020 M032a 8bIs18AEHO MHONCECMBEHHOE
04ae060e NOPadCceHue NOAYWAPUI 20108H020 MO32d, npeu-
MYUECMEEHHO 3aMblAOYHOU 00U, C BbIPANCCHHbIM Nepugo-
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KaavHvim omekom. Kpome 3ambiaounoii doau ommeuanrocs
makice nopajceHue NpemMomopHOU U MOMOPHOU KOpbl,
U 8 MeHbulell cmenenu Opyeux QYHKUUOHANbHBIX 30H 20108HO-
20 mo3ea. B cmauyuonape npu nposedenuu noemoproii MPT
20108H020 MO032a ¢ KOHMPACMHBIM YCUAeHUEM Nodmeepicoe-
HO NePEUYHO-MHONCECBEHHOE GHYMPUMO32080€ ONYX01€60e
nopaicenue ¢ HU3KoU unmeHcugHocmoio Ha T2-836euleHHbIX
U300padcenusx, o4aeu UHMEHCUBHO HAKANAUBAAU KOH-
mpacmmoe geuyecmeo, 6e3 OUHAMUKU 6 CDABHEHUU ¢ NPedbl-
dywum uccaedosanuem (puc. 1).

a 7

Puc. 1. MPT nayuenmxku: a, 6, 6 — MP-kapmuna mMHONCECMEEHHbIX GHY-
MPUMO3208bIX 0NYX01€8bIX 00PA306aHUL N0OHOU, MeMEeHHOU U 3aMblA0YHOU
obnacmeil, ¢ 8bipadiceHHbIM NepUPOKanbHuIM omekom 6 pedxcume T2, cpe-
OQuHHas QUCAOKAYUSI MO3208bIX CIPYKMYP; & — UHMEHCUBHOe HAKONAeHUe
KOHMPACMH020 @eujecmea onyxoneolMu Ynamu

Fig. 1. MRI of the patient: a, 6, ¢ — MRI picture of multiple intracerebral
tumor formations in the frontal, parietal and occipital regions, with severe
perifocal edema in T2 mode, median dislocation of brain structures;
e — intensive accumulation of contrast agent by tumor nodes

IIpu oyenxe MP-kapmunol npogoduacs dughgheperyuans-
Hblil OUACHO3 MeNHCOY MHONCECBEHHBIMU KABEPHOMAMU 20106~
H020 MO3ea, NApasumapHoil uHeasuell, Memacmamu4ecKum
nOpadceHuem Onyxonevim npoyeccom. B oowem ananuse kpo-
8U U Koazynoepamme 6e3 3HAHUMbIX U3MeHeHUil, 8 OUoXuMute-
CKOM aHaAu3e KPogu Omme4anacs CIolKas SUnoKaibyuemus,
Koppueupyemasi Ha (hoHe UH@Y3UU npenapamos Kaivyus,
2eHe3 KOmopoil ocmaincs HeeviacHeHHbIM. Hccaedosanue kpo-
8U U UepeOPOCNUHANbHOU HCUOKOCMU MemOoOoM UMMYHOGep-
MEHMH020 AHAAU3A UCKAIOMUAO NAPASUMADHYI) UHBA3UF.
IIpu nposedenuu komnsromeproii momoepagpuu (KT) opearos
2pPYOHOIl KAemKU, OPOWHOU NOAOCMU, 3A0PHOUIUHH020 NPO-
CIMPAHCMBA He BbIABACHO NEPBUUHO0 04aed U MemAacmasos.
B ogmansmonoeuueckom cmamyce na enasHom Ome omme-
Yaauch 3acmoliHble OUCKU 3DUMENbHbIX Hepeos, Obicmpoe
CHUdICeHUe ocmpombl 3peHusi 6 meverue 10 OHell, éeposmHee
6cee0, gcaedcmaiie 08YCMOPOHHE20 NOPANCEHUS 3AMbLAOYHOL
doau. I[lposodunace danvreiiwas koppexuus AT be3 cyuje-
CMBEHH020 A)heKma, NPUCMynbL MEeHSAU AAMePatU3aAUUFo.
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Yuumvieas o6sem nopadxceruss u pacnpocmpaHeHHOCHb
ONYyX041e6020 NpoUecca, MOMAanbHAs pe3eKyus He npeo-
CMaABAANacy 803MOMNCHOL. B ueasx ycmanogaeHus oKoH4a-
MeabH020 JuazHO3a OblAa BbINOAHEHA OUONCUS ONYX0Ae6020
y34a 2100HOU doau cresa. MumpaonepayuoHHo HabaH00a10Ch
npoaadbuposanue seuecmea Mo3ed 8 mpenaHayuoHHoe OKHo,
00CMOBEPHO C8UAeMeNbCMEYHUEee 0 NOBbIULCHUU BHYMPUYe-
pennoeo dagaenus. I1o0 Kowmposem uHmpaonepayuoHHou
Hagueayuu yoareHo 00Ho U3 00pazoeanull, pacnoraeasuieecs
CcYOKOpmMUKanbHo 6 npasoii A106Hoil done. Ilo pezyromamam
2UCMON0UYECKO20 UCCAe008AHUS: MEMHO-0a2posblil  y3en
NAOMHOINACMUYECKOL  KOHCUCMEHYUU ¢ npoaugepayu-
ell INUMEeNUOUOHBIX U B8ePemMeHOBUOHBIX KAeMOK CpedHezo
U KPYnHO20 pasmepa 6 UHMAaKmHuuix yuacmkax. lucmonoeu-
YeckKoe 3aKANUeHUe — IKCMPALCHUMANbHIIL IHOOMEMPUO3.
B uensx nodmeepiicoenus duaznoza obiau nposedeHvl 0onon-
HumenvHvle Memoodsl UCCAe008aHUs (YAbMPA3BYKOB0E UCCAe-
006aHUe 0pPeaHO8 MAN020 MA3A, UCCAe008AHUE KPOBU HA XOPU-
OHUMeCKUL 20HA0OMPONUH Yea08eKa, arbpa-gphemonpomeun,
MOMEUHUSUPYIOUULL  20DMOH,  OANUKYAOCUMYAUPYIOUULL
20PMOH) — NAMOA02UYECKUX USMEHEHUL NOAYYEHO He OblIo.

[loemopHo uzy4en onyxoaesvlii mamepuan ¢ 8bINOAHEHU -
eM eUCMON02UHeCK020 U UMMYHOLUCIOXUMUYECK020 UCCAe-
006aHUI 8 1AOOPAMOPUL NAMOA020AHATNOMUYECK020 Omde-
aenusi Mopo3soesckoii JATKE. Xapakmepucmuku cmpombi
00CmMoBepHO onpedeaums He NPedcmasasiioch G03MONCHbIM
U3-30 OOWUPHBIX KPOBOUBAUSHULL U 2eMOCUOEP03ad, 8 Kaem-
Kax obpaszosanus evisienena sxcnpeccuss CD31, Flil, ERG,
Vimentin (puc. 2—4). OkonuamensHo eepuguyuposan oua-
2HO3: SNUMEAUOUOHOKACMOYHAS/8EPEMEeHOKACMOYHAS COCY-
ducmas onyxoab ¢ 8blCOKOLU MUMOMUHECKOU AKMUBHOCbIO
(0o 2—3 ghueyp mumo3so08), 6e3 y6edumenvHvIX NPU3HAKOB
sasoghopmayuu.

Puc. 2. Onyxonesas mkano npedcmasiena npoaughepayueii 3numenuoud-
HbIX U 6ePemeH08UOHbIX KAeMOK CpedHe20 U KpynHoeo pasmepa. Knemounvie
91eMeHmbl ¢ 00UAbHOU I03UHODUABHOU UUMONAA3MOL, 6 4aACMU KAemOK
ONpPeOensitomcst HEMHO2OHUCACHHbIe UHMPAUUMONAA3MAMU1ecKue 6aKyonu.
OKpacka eemamoKcusuHoM u 303unom, X< 10

Fig. 2. The tumor tissue is represented by the proliferation of epithelioid and
Sfusiform cells of medium and large size. Cellular elements with abundant
eosinophilic cytoplasm, few intracytoplasmic vacuoles are determined in some
cells. Stained with hematoxylin and eosin, %< 10

Onyxoaesblii Mmamepuan makyice Obia U3Y4eH ¢ NOMOULLIO
mMemoduku npoguaneii memuauposanus AHK e 3apybenc-
Hoil pegpeperc-rabopamopuu German Cancer Research
Center, lepmanus (pykosodumens omadena Heliponamonocuu
Hnemumyma namonoeuu npogpeccop A. von Deimling), ede
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Puc. 3. Ummynocucmoxumuueckoe uccaedosanue ¢ anmu-CD31 demon-
cmpupyem no3UMUGHYI Peakyuro 6 kaemkax oopazoeanus, X 10

Fig. 3. Immunohistochemical study with anti-CD31 shows a positive reaction
in the formation cells, X 10

Puc. 4. Ummynoeucmoxumuueckoe uccredosanue ¢ anmu-ERG demon-
cmpupyem nO3UMUGHYIO peaKyuio @ Kaemxax oopazoeanus, X 10

Fig. 4. Immunohistochemical study with anti- ERG shows a positive reaction
in the formation cells, X 10

eenomuyro JTHK evidensinu uz gouxcupogartoll popmanutom
saaumoti napagurnom mranu onyxoau (FFPE) e coom-
6emcmeuy co CMaHoapmubIMU npoyedypamu U UCHOAb30-
saau 0as npouauposanus memuaruposanuss JIHK. Boiau
ucnoavsoeausvl npoguau memuauposanuss AHK na naam-
gopmax Infinium HumanMethylation§50 BeadChip uau
Infinium Methylation EPIC Kit (Illumina, Can-Zueeo,
CIIIA). Pe3yaomamol Mmemuauposauus Obiau Kaaccu@uuyu-
posansl no eepcuu V12.2 kaaccugpuxamopa capxom (www.
molecularneuropathology.org), umo nodmeepdusro paree
ycmaHoeaenHslil duaeHo3. Pesyasbsmam monekyaspro-eeHe-
MuYecKk020 Uccaedo8aHusi O0eMOHCMPUPYem NpUHAoAelc-
HOCMb ONYX04U K MEMUANAUUOHHOMY Kaaccy DI ¢ ebicokum
undexcom koppeasyuu (6oaee 0,9) (puc. 5).

Puc. 5. Pezyabmam monekyasipHo-eeHemuuecko20 uccae008anus O0eMOH-
cmpupyem RPUHAOAEHCHOCHb ONYX0AU K MeMUAIAYUOHHOMY Kaaccy DD
¢ 8bICOKUM UHOeKcoM Koppeaayuu (6onee 0,9)

Fig. 5. The result of a molecular genetic study demonstrates that the tumor
belongs to the methylation class of the EHE with a high correlation index
(more than 0.9)
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Cmoum ommemums, UMO UMMYHOSUCIOXUMUYECKUE
uccnedoeanus Ha MeMOPaHHuIL 0eN0K MeNCKAeMOUHbIX
Konmakmoe 3HdomenuanrvHolx kaemok — CD31 u gpakmop
mpaHckpunyuu cocyoucmoix Hosoobpazoeanuii — ERG,
BbINONHEHHbIE 8 AA0OPAMOPUU NAMOA020AHAMOMUUECKO020
omdenenuss Moposzoeckoii JII'Kb, makace obaadarom évico-
KOU 4y8cmeumensHOCMovl0 U CReyUGUUHOCIbIO U MO2Ym
OblMbd  UCNOAB308AHBL 0451 00CMOBEPHO20 NOOMBEPICOCHUS
IHAOMeAUanbHo2o 2erne3a 0aHHbIX H08000pa3o8anuil. Yuu-
KanvHolM npusHaxom DD seasemcs Haauuue MOACKYA[D-
H020 MapKepa — XpoMOCOMHOU MPAHCAOKAYUU, NPUBOOSUell
K causnuro eenoe WWTRI-CAMTAI, umo ucnoav3yemcs
8 kauecmee noomaepiucoeruss 31D 6 coMHUMENbHbIX CAYHASTIX
[6]. Tenot WWTRI-CAMTA 1 ueparom eaxchyro poab 8 OHKO-
eenese [7]. Hx causnue nocpedcmeom mpancaokayuu s64s-
emcsi omauuumensvuoil yepmoit 213 aroboii rokaruzayuu [§].
B onyxonesom mamepuase Hauieeo KAUHUYECKO2O CAY4As,
uccnedosanno2o donoaHumenso ¢ nomouppto PHK-cekee-
HUPOBAHUs, OAHHO2O CAUAHUS GblsieAeHO He Obiio. Tem He
MeHee 0aHHbLI (PaKm He eausiem Ha OKOHYAMeAbHbI OUACHO3
8 cayuae Haauqus noomeepicoeHus memoduxoil JJHK-me-
MUAUPOBAHUSL.

B meuenue 3 Hed nocne nocmynaenus nayueHmKu
8 Mopo3soesckyro JITKB ee cocmosnue nocmenento yxyduia-
/10Cb 30 CHem npoepeccupyroyeli nomepu 3peHus ¢ pazeumuem
amaepo3a, yHaujeHus pe3UCmeHmHbIX K mepanuu Snuienmu-
YeCKUX NPUCMYno8. Yuumol6as He603MONCHOCIb OCYUjech-
6A€HUS  PAOUKAAbHO20 ONePAMUEHO20  BMeUamenbcmed
U UCNOAb308AHUS Y480l mepanuu 88uUdy BblpaANCeHHO20
nepughoKarbHo20 omeKa, npo8ooOUAACy MAPLeMHAs Mepanus
npenapamom epynnvl UHeUOUMOPO8 MUPO3UHKUHA3, 20p-
MOHanbHass mepanus earkokopmuxocmepoudamu (I'KC),
npomusoomeynas mepanus gypocemudom u AT 6 eude
NOCMOSHHO20 Npuema Aegemupayemama, oKckapbasenuna,
monupamama. [Ipu nonvimkax desckarayuu 20pMOHAAbHOL
mepanuuy Haba0an0ch yuaujeHue cyoopoICHbIX NPUCMYNOG.

C yuemom OauHbIX 3apY0OeICHOU AUmepamypsl 0 NOmeH-
yuanvHoli aghgexmuenocmu nazonanuba [9] — mysemu-
KUHA3H020 UHUOUMOpPA NPOMEUHKUHA3 (6 MOM Hyucie
MUPO3UHKUHA3 PeYyenmopos 3HOOMEeAUANbHbIX GAaKmopos
pocma-1, -2, -3 (VEGFR-1, -2, -3) 6 omnowenuu 313 npe-
napam 0bla UCh01b308aH U Y Hautell nayuenmiku. IIposedeno
JAeyerue mapeemuuim npenapamom nazonanuo  doze 400 me
1 pas 6 meuenue 60 oneii. Uneuoumop m-TOR 6 nauem
cayuae He UCNOAB308AACS, OOHAKO UMEomcs OauHvle 00
Y0081eMBOPUMENbHBIX  KAUHUYECKUX Pe3VAbIamax npu-
MeHeHuss makux npenapamos [§8, 10]. B meuenue nepsoco
Mecaya omme4anach NOAONCUMENbHAS OUHAMUKA 6 Bude
CHUDICEHUSL 4ACMOMbl CYOOPOICHBIX NPUCTTYHOB, HEKOMOPO-
20 YMeHbUeHUs NepupoKaibHo20 0meKa HA KOHMPOAbHOM
MPT-uccaedosanuu, umo, eeposimuee 6cezo, OblA0O C8A3AHO
¢ ucnoavzosearuem I'KC, uem ¢ npuemom mapeemuoeo npena-
pama. O0nako é danvHeliuiem cocmosiHue NAYUeHMKU 6HOBb
YXYOuuAoCs: NOSABUAUCH 20A08HASL 004b, Pe3UCHEeHMHble
K mepanuu nuienmu4ecKue npucmynsl, Snu300bl Hapyuie-
Hus cosHanus. Konmpoavrnas MPT 2ononoco mozea uepes
2 Mec om Hauaaa npuema NA30NAHUOA C8UAemeNbcmeosa-
A4 0 Hapacmauuu nepugoKaibHoeo omeka 6e3 8uUOUMO20
yeeauueHus pasmepog 00pa308aHuil, ¢ NOSACHUEM 00HO20
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H08020 o4aza nopaicenus 8 20106Hom mo3zee. Ilposodumas
cumnmomamuueckas mepanus (I'KC, npomueoomeunas,
AHMUSNUACNMUYECKAs) He UMeaa 3HAYUMO020 3pgexma.
Jlemanvhblii ucxo0 Hacmynua 6 pesyibmame NpPOSpPeccuul
3a001€6aHUs, HAPACMAHUSA OMEKA U OUCAOKAUUU 20108HO20
mo3zea. Obuuil cpox HabAOeHUs 3a NAYUEHMKOL cOCMABUN
1,5 e00a c momenma nocmynaenus 6 CmauuoHap.

Oo0cyxneHne

Tepmun DOI'D Obu1  BriepBble TIpeuioXeH Weiss
u Enzinger B 1982 . 11 0603HaueHUs COCYIMCTON OITy-
XOJU C TPOMEXYTOYHBIMU IMPU3HAKAMM T'€MaHTMOMBI
¥ aHTMOCAPKOMBI, UMEIOIIEH STUTEINONIHBIC YepTHI [1].
HaHHas OIyXoJib, KaK IPaBWJIO, Pa3BUBACTCS B JICTKUX,
TeYeHH, KOCTSIX U MATKUX TKaHsIX. B muTepaType onvcaHo
47 cnyyaeB BHYTpUYEpEITHOM JoKanu3aumuu DD y B3poc-
JIBIX mauueHToB [4, 5, 11-28], mo koTtopeiM Zheng et al.
TpeaCTaBUIM JIUTEpaTypHBIiA 0030p [28].

Cnyyan nienpatpuuyeckoit OI'D ype3BbIYaiiHO pEaKU.
B mupoBoit auteparype omnucaHo He Oonee 10 ciydaeB
y mereit [14—18, 29—32]. CpenHuii Bo3pacT IMalMeHTOB
mupoko Bapeupyet ot 1 roma go 80 jet. O HacaeaCTBEH-
HBIX clydasx He cooOlaercsa. bbl1o mpeanoaoxeHo
HECKOJIbKO (haKTOpoB pucKka pas3Butus OI'D mneueHwu,
BKJIIOUasi TepopayibHble KOHTPALENTUBBI, BUHWIXJIOPUI
[21], acbecT, aIKOTrOJIb, TOPOTPACT, TPABMY IIEYEHU, BUPYC
rernaTtyira M XpoHMYecKoe 3abojeBaHue MedyeHU. TeM He
MeHee He COOOIIaJoCh O BBISIBICHUM (PAKTOPOB pHCKa
pa3BuUTUS MMEHHO BHyTpuuepernHoir OI'D. Koropra
MalueHTOB JETCKOTo BO3pacTa ¢ BHyTpuUuepenHoit DI'D
[12] mpencraBneHa B TabauLIE.

Hamo oTMeTuTh, 4YTO TUNMMYHBIX UCKIIOUYUTEIBHO IS
AI'D KT unu MPT peHTreHosornuyeckKux nmpu3HakoB He
CylllecTByeT. B HaieM ciydae ObLIM MPOAEMOHCTPUPO-
BaHbl MHOTOYMCJEHHbIE HEOOJbIINE Y3JIbl B T'OJOBHOM
MO3I€ C HM3KOWM MHTEHCHUBHOCTHIO Ha T2-B3BEIIEHHBIX
M300paKeHUSIX, YTO MOXKET ObITh XapaKTePHO JJIsI LLIUPO-
KOTO CITeKTpa MaTOJOTMi, TaKMX KaK MHOXECTBEHHBIE
KaBepHOMBI, MeTacTaTUYeCKoe IIOpaXkeHue, Iapas-
uTapHas WHBa3usg. B nurepaType oOcyxkmaeTrcss Ipu-
BJIEKATEJIBHOCTb METOJA TO3UTPOHHOU 3SMUCCUOHHOU
tomorpacdun/KT ¢ ¥F-¢hTopae3oKcUrioko30ii, HO s
OMyXOJiei, JOKAIU3YIOIINXCS 3KCTpakpaHuaiabHO [33].
OnHaKoO 4yBCTBUTEJIBHOCTh JAHHOTO panvodapMiperna-
pata (PDII) He usydena B cuiy penkoctu DI'D B HHC,
TaK e, KaK U TPAAUIIMOHHO UCIOJb3YeMbIX ISl OLIEHKHU
omryxoJieit mosra POIT ('C-meTHOHMH U TUPO3UH). XOTs
AI'D BcTpeuaeTcst penko, clieayeT MOMHUTh O CYIIECTBO-
BaHMM JAHHOTO HOBOOOpa30BaHUS B KJacCU(UKALIUKU
U BKJIIOYaThb e€ro B auddepeHInaIbHO-I1arHOCTUYE-
CKMI PsII TIpU BENCHUM TAIIMEHTOB C MHOXKECTBEHHBI-
MU BHYTPUMO3TOBBIMU oOOpazoBaHusSMU [34]. JlaHHBII
KJIMHUYECKUI Ciydail TakXKe MHTEPECEH TEM, 4TO Iep-
BUYHO-MHOXXECTBEHHOE pPacCIIpOCTpaHEHUE OITyXOJU He
METacTaTMYeCKOro XapakTepa B IETCKOM BO3pacTe paHee
HE OIMMCHIBAJIOCH B IUTEPATYpE.

Kinuauyeckoe teyeHue DI'D Takke BapuabeabHO.
B HEKOTOPBIX COOOIIEHUSX TIpeACTaBICHbI cllydau Oe3
MPOrPecCUpPOBaHUS C JUIUTEIbHBIM IIEPUOIOM HaOJIoIe-
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Cases of intracranial EHE in the pediatric patient group published in the literature

OnucanHbie
B JUTEpaType
JIETCKHE CIyYau

Children's cases
described in the
literature

1 Chen et al. [14]

Chen et al. [14]

3 Chowetal. [15]

4 Hodaie et al. [16]

5 Lienaet al. [17]

6 Mohan et al. [18]

7  Tamman et al. [29]

8  Taratuto et al. [30]

9  Venizelos et al. [31]

10 Anibaetal. [32]

Bo3spacr, non
Age, gender

7 net, neBoUKa
7 years old, girl

3 Mecs1ia,
MaJTbYUK
3 months, boy

4 mecsilia,
MaJIbUunK
4 months, boy

4 mecsiiia,
MaJTbUUK
4 months, boy

2 Henenu,
MaJTbYuK
2 weeks, boy

15 ner,
JIeBOYKA
15 years old,
girl

4 rona,
MaJTbUUK
4 years old, boy

4 rona,
MaJIbuMK
4 years old, boy

11 mecsnes,
MaJTbYuK
11 months, boy

3rona,
JIeBOYKA
3 years old, girl

3oHa nopaxenuss H'D
T0JIOBHOTO MO3ra
EHE damage zone of the
brain

ITpaseiit [accepos y3en
Right Gasser knot

[pononroBaThiii MO3T
Medulla

TTpaBasi 106HO-BUCOY-
Has 00J1acTh
Right frontotemporal
region

Jleast BUCOUHast 10151
Left temporal lobe

IIpaBast BUCOUHO-3aThI-
JIO4Hasi 00J1acTh
Right temporo-occipital
region

IIpaBasi T06HO-BUCOY-
HO-T€MEHHas 00JIaCTh
Right frontotemporal-
parietal region

JleBblit 11epeOPOTTOHTUH-
HBIHN yros
Left cerebropontine angle

TIpaBasi TeMeHHast 10151
Right parietal lobe

[paBasi BUCOYHO-TEMEH-
HO-3aTbLIOYHAsI 001aCTh
Right temporo-parieto-
occipital region

OpOuTa, KaBepHO3HbBI
CHUHYC, JIEBbII BEpXHUI
HOCOBOM X0OJ
Orbit, cavernous sinus, left
superior nasal passage

IIpoBenennoe
XHpYPruyeckoe
Jieyenne
Performed

surgical treatment

ToranbHOE

AnbiOBaHTHAS
Tepanus B mocJe-
ONepanoOHHOM
nepuozne
Adjuvant therapy

in the postoperative

period

Hcxon
QOutcome

Het npu3HakoB ocTaTOYHOIM

Her omyxoJiu (KaTaMHe3 5 JIeT)
yaaneHue . .
No No signs of residual tumor
Total removal
(follow-up 5 years)
GRS YMeHbllIeHUEe Pa3MepOB OITyXOJIH
S XuMUOTEpaNust (kaTaMHe3 4 rozia)
J Chemotherapy Reducing the size of the tumor
Subtotal removal
(follow-up 4 years)
Cy6ToTanbHoe Peunaus aBax/bl, fajee BbIMal U3
yaaneHue, 4 paza Her TPYIIBI HAOTIOACHUS
Subtotal removal, No Relapsed twice, then dropped out of
4 times the observation group
Het npu3HakoB oCTaTOYHOMN
ToranbHOe
Her oryxosii (KaramHe3 1 roj)
ynaieHue . .
No No signs of residual tumor
Total removal
(follow-up 1 year)
ToranbHOE Her JleTanbHblil, HA CIEIYIOLINIA 1EHD
yaaneHue No rocJie onepamuu
Total removal Lethal, the day after surgery
Peunaus B TeueHue 3 Hen,
ToranbHoe JIeTaJIbHBII UCXO[ B TeUEHNUE 4 Hell
JlyuyeBas tepanus
yaaieHue R ey C MOMEHTa OTIepalnn
Total removal Relapse within 3 weeks,
death within 4 weeks of surgery
e OcTaTOYHBIN (hparMeHT OTMyX0JIu,
S— JlyueBast Teparnust 0e3 pocrta (KataMHe3 2 Mec)
Su b}zl‘o ral removal Radiation therapy Residual fragment of the tumor,
without growth (follow-up 2 months)
T OcTaTOYHBIH (hparMeHT OIyXoJu,
aeHIe Her 6e3 pocTa (KaTaMHe3 6 JIeT)
Su bS;o wal removal No Residual fragment of the tumor,
without growth (follow-up 6 years)
Penuaus B TeueHue 6 Mec,
ToranpHOE yia- HET MPU3HAKOB OCTATOYHOM OITyXO-
JIeHue, 2 pasza Her JIU mociie 2-i onepaium
Total removal, No Recurrence within 6 months,
2 times no evidence of residual tumor after
2 operation
PenunuB B TeueHue 2 Mec,
Cy6ToTanbHoe Her JIeTalbHBIN UCXOJ B TeUeHUE 2 Mec
ynaneHue No C MOMEHTa OTlepaIuu
Subtotal removal Relapse within 2 months, death within

2 months of surgery
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Hus [17], B To BpeMs KaK B IPYIUX — CAy4yau ¢ ObICTPHIM
yXyalIeHueM coctosiHus |3, 4, 11].

IIpu aHanu3e KIMHWYECKUX CAyvyaeB B MeauaTpuye-
CKOW TPaKTUKE OTCYTCTBYIOT CJIydal ¢ MHOXXECTBEHHBIM
LepeOpabHBIM TMOPAXKEHUEM, JETATIbHOCTh OTMeJalach
B CJIy4asix TOTAJIbHOTO U CYOTOTaIbHOTO yIaJleHUS, OHA-
KO HE3aBHMCUMO OT MPOBEICHUS aabIOBAHTHOW Tepamuu
MocJjie ONepaTUBHOIO BMeIlaTeIbCTBA YacTh HabJromae-
MBIX ITaIIMEHTOB AETCKOr0 BO3pacTa BbLKWJIM C OMTHUM BHY-
TpUYEPENTHBIM oyaroM. B HallleM KJIMHWYECKOM HabJIto-
JIEHUU MBI IIpeirnojaraeM, 4To arpecCuBHoe TeueHue D10
y Hallei MalyeHTKU ObLIO CBS3aHO ¢ HEBO3MOXHOCTHIO
OIepaTUBHOTIO JICUEHUsI, MHOXXECTBEHHOM JIoKaIu3aluei
oyaroB ¢ rnepucoKaibHbIM OTEKOM M CMEILIEHUEM cpe-

JUHHBIX CTPYKTYP, YTO TIPUBOAMIIO K TIPOrPECCUPYIOIIE-
MY TTOBBIIICHIIO BHYTPUYEPEITHOTO AaBJICHUSI.

Hecmotpst Ha OTCYTCTBUE €IMHBIX PeKOMEHIAIW 110
JIGYEHUIO TTallMeHTOB ¢ DI'D BBUAY ee peaKOCTU, OCHOB-
HBIM METOJIOM TEPAIUU OCTAETCs yIaJIeHUe COTUTAPHBIX
M TIOJTHOCTBIO pe3eKTabebHbIX BHYTPHUYEPETTHBIX Mopa-
xeHuit [14, 22]. B To e BpeMsi onmyOoJUKOBaHbI Clydyau
BBIPAXKEHHOTO MHTPAOTIEPAIIMOHHOIO KPOBOTCUCHUST M3
oryxoJieBoro y3na [15—17], a Takxe JeTaIbHOrO Mcxoaa
BO BpeMs omnepanuu [26]. Xupypruiyeckrie BO3MOXHOCTH
MPU  MHOXECTBEHHBIX BHYTPUYEPEITHBIX ITOPaKEHUSIX
MOTYT OBITb OTpaHUYEHHBIMM, KaK 3TO HaOIIOmaeTCs
B HallleM ipuMepe. B HeKOTOphIX cirydasx onmyoJIMKOBaHO
MpUMEHEHNEe JIy4eBOM WJIM XMMUOTepanuu, HO 3ddek-
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TUBHOCTb TAKOIO JIeYeHUSI He nokaszaHa [9]. B xauecTse
TapreTHOM Tepamyu MOTYT ObITh IIPUMEHEHbI UHIMOMTO-
pbl IPOTEUMHKWHA3, OJOKUPYIOLLIKUE AHTUOTEHE3 COCYIOB
omyxoju 1 ee pocT, a Takke mTOR-uHru6uTop (pama-
MUIVH — TIpernapar cupoaumyc) [8], 4To B codyeTaHUU
¢ npuemoMm I'KC mmMmeer ymoBIETBOPUTENbHBIN 3(PEKT
B BUJE CTaOMIM3aIu 3a00JIeBaHUs CPOKOM 10 5 JieT [8,
10] unM HE3HAYUTEJTbHOTO YMEHBIIEHUST OITyXOJIEBOIO
y31a B pa3Mmepax [33]. B Halllem cirydae B KauecTBe TapreT-
HOIi TepaIluy UCI0Ib30BaICSI UHTMOUTOP MPOTEeMHKUHA3
[9], uTo, Bo3MOXHO, B couetanuu ¢ ' KC crabunmsupo-
BaJI0 3a00JIeBaHUE Y MALIMEHTKY Ha HEIPOIOJIKUTEIbHOE
BpeMsi, HO He MMeJIO 3HAUMMOT0 MO3UTUBHOTO 3 deKTa.

3akioyeHue

OI'D ro10BHOrO MO3ra y AeTeii — 3KCTpeMaJlbHO pel-
Kasi matoyiorusi. MoxeT IpOSIBISITHCS B BUIE ONMHOYHbBIX
WM MHOXECTBEHHBIX BHYTPUYEPEIIHBIX OOpa30BaHMIA,
YTO 3aTPyIHSIET TMATHOCTUKY M PaHHIOK BepuUKaIIIIO
onyxonu. KnuHuueckue nposiBieHuss 3I'D Moryt ObITh
BeChbMa Pa3HOOOpAa3HbI, a TeUeHUE 3a00/IeBaHUS — CTPE-
MMTEJIbHBIM, YTO B ClIy4ae MHOXECTBEHHOI'O ITOPaKeHMS
TOJIOBHOTO MO3ra SIBJISICTCS IUIOXMM MPOrHOCTUYECKUM
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MPU3HAKOM U MOXET CBUAETEIbCTBOBATH 00 arpeCCUBHO-
CTU pOCTa OIMyX0JM. JIaHHBIN BUII OITyXOJIM CJIeAyeT BKITIO-
yaTh B IU(depeHINaTbHO-IUaTHOCTUUECKUI DA TIpU
HaJIMYMY MHOXECTBEHHBIX BHYTPUMO3TOBBIX TTOPaXKeHUI
C HU3KOIl MHTEHCUBHOCTBIO CUTHAJIa Ha T2-B3BEIIEHHBIX
n3zoopaxenusix npu MPT. MonekynspHo-reHeTuYe-
CKO€ MCCJIEIOBAHUE B LIEJISIX BBISIBJICHUS CIUSHUS TEHOB
WWTRI-CAMTAI ¢ WcIoNb30BaHUMEM COBPEMEHHBIX
BBICOKOTEXHOJIOTUUHBIX MeTOIMK, Takux Kak JIHK-me-
tunupoBanne 1 PHK-cekBeHnpoBaHue, peKoOMeHI0Ba-
HO IS TIpoBeneHus auddepeHIIMaaIbHON 1MarHOCTUKHI
AI'D. B MupoBoii 1uTepaType OIMMCAHO IMOJIOKUTEIbHOE
BIMSIHUE TapreTHOM Tepanmuyd WHTUOMTOpaMU TIpOTe-
WHKWHA3 (TUPO3MHKWHA3), OMHAKO 3HAYMMBIX YCIIEXOB
B YBEJIMYCHMU IPOMOKUTEILHOCTA XU3HU IallMeHTOB
Ha CerONHSIIHUM AeHb He TToyYeHo. B mocieqHee BpeMst
npemnaraercsa Tepanusg mTOR-uHruomropamu, mmero-
11ast 6oJiee MO3UTUBHBIN 3(PDEKT Ha TPOTOJIKUTETLHOCTD
KU3HU TI0 CPAaBHEHUIO C NPYIrUMHU NPEATOXKEHHBIMU
cniocobamu Tepanmuu. OgHAKO ciydyaeB M3jedeHusT 3a00-
JIeBaHUSI TIPU UCIIOJb30BAaHUM JAHHOTO BMIA Teparvu
Ha CEeTONHSIIHUKM AeHb HE 3aperucTPUPOBAHO, MPOTHO3
ocTaeTcs KpaiiHe HeOJIarompusTHBIM.
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Jlanapockonuyeckas UMTopeAyKTUBHAA onepauus ¢ runeprepmu4eckoi
Xumuonepdy3uei 6prowHOl NONOCTH NPU NEPUTOHEaNbHOM CapKOMaTo3e
y pebeHka ¢ amébpuoHanbHOW pabaoOMMOCaPKOMOIA:

nepBbiil 0Te4eCTBEHHbIW ONbIT B NeAUATPUYECKON NpPaKTUKe

J.T. Axananze!, JI.JI. Padaesa', A.A. Kpusonocos!, H.H. Mepkymnos', C.P. Taabmos!,
N.B. Tsepaos', H.I'. Yckosa'!, I.C. Paoaes?, H.C. Ipaués!

'OI'BY «HauuonanvHolii MeOUUUHCKUL UCCAC008AMENbCKULL UeHMP 0eMCKOLl 2eMamoN02UU, OHKOAORUU U UMMYHOAOUU UMEHU
Jmumpus Poeauesa» Munzdpasa Poccuu; Poccus, 117997, Mockea, yar. Camopst Mawena, 1;

2Poccuiickas demckas kaunuueckas 6oavhuua PIAOY BO PHUMY um. H.HU. [Tupocoea Munsopasa Poccuu; Poccus, 119571,
Mockea, Jlenunckuii npocn., 117

KoHnTtakTHble nanubie: Amumpui [ypamosuu Axaradse d.g.akhaladze @gmail.com

[lepumoneanvhbiii capKkomamos/Kanyepomamos — pedkas namono2us 8 neduampu4eckKol npaKkmuke, 6Cmpedarouwascs, KaKk npaguno,
NpU PABAUMHBIX CAPKOMAX, CAPKOMONOOOOHbIX ONYXO0ASX, 0eCMONAACMUMECKOU MeAKOKpPYy2AoKAemouHoll onyxoau. llumopedykmuenas
onepayus ¢ nocaedyrujeil xumuonepghysueii OprOWHOLN NOAOCMU 3apeKomeHdosara cebs KaKk 3ghgexmuenblilt Memood aeveHus no0oOHbIX
COCMOSIHULL 60 83POCAOL NpaKmuke U Habupaem NONYASPHOCMb 6 Odemckoi. Jlanapockonuveckas yumopedykuyus ¢ nocaedyrouei
2UnepmepmMu4ecKoll xumuonepgysueil, NPUMEHIEMAas y 63pOCAbIX NAUUEHMOB, UMeem psio NPeuMyuecms: paHHee 60CCMaH08AeHUe nocae
onepauuu, cOKpaujeHue cpoKoe 20CRUMAAU3AUUL, CE0eBPeMEeHHOe HAYaN0 adsl08AHMHOLU XUMUOMEPANUU, 00OHAKO ONbIM NPUMEHEHUs
MANOUHBAZUBHOL MemOOUKU y demeil 02DAHUYEH.

B cmamve npedcmaeéneno nepeoe 6 omeuecmeeHHOU NpaKkmuke KAuHuueckoe HabOarodeHue nauuenma 17 nem ¢ 3MOPUOHANbHOU
PabooMUOCapKomMotl  AUMKA U NEPUMOHEANbHbIM CAPKOMAMO30M OPIOUWHOU NOAOCMU, KOMOPOMY NpPOGe0eHa AanapoCKONU4ecKas
YumopeOdyKmugHas Onepauusi ¢ 2unepmepMu1eckol xumuonepgysuel.
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Laparoscopic cytoreductive surgery with hyperthermic chemoperfusion of the abdominal cavity for peritoneal
sarcomatosis in a child with embryonal rhabdomyosarcoma. The first Russian experience in pediatric practice

D.G. Akhaladze’, L.L. Rabaeva’, A.A. Krivonosov', N.N. Merkulov', S.R. Talypov’,
LV. Tverdov', N.G. Uskova', G.S. Rabaev’, N.S. Grachev'

!Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia; °Russian Children’s Clinical Hospital of the N.I. Pirogov Russian National Research
Medical University, Ministry of Health of Russia; 117 Leninskiy Prosp., Moscow, 117997, Russia

Peritoneal sarcomatosis/carcinomatosis is a rare observation in pediatric practice. It occurs, as a rule, with various sarcomas, sarcomatoid
tumors, desmoplastic small round cell tumors. Cytoreductive surgery followed by abdominal chemoperfusion has established itself as an
effective method of treating such conditions in adult practice and is gaining popularity in pediatric practice. Laparoscopic cytoreduction
Jfollowed by hyperthermic chemoperfusion used in adult patients has a number of advantages: early recovery after surgery, reduced hospital
days, timely initiation of adjuvant chemotherapy, however, the experience of using a minimally invasive technique in children is limited.

The article presents the first clinical observation in Russian practice of a 17-year-old patient with embryonal testicular rhabdomyosarcoma
and peritoneal sarcomatosis of the abdominal cavity, which underwent laparoscopic cytoreductive surgery with hyperthermic chemoperfusion.

Key words: laparoscopic cytoreductive surgery, HIPEC, hyperthermic chemoperfusion, embryonal rhabdomyosarcoma, children
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BBenenne Maro3ax OpIOLIHOW U IPyqHON MOJ0CTel, HAKOTIIEHHBII

Paonomuocapkoma (PMC) — 3-4 1o yacToTe BCTpeya-
€MOCTH 3KCTpaKpaHuaJIbHasl 3JI0KAYEeCTBEHHAs! OIYXOJIb
y gereit [1]. AOgpoMuHallbHAsl AUMCCEMMHALMSI JAaHHOTO
THIIA OTIYXOJIM BCTpevaeTcs peako — B 10—12 % Habmoae-
Huii [2]. [Tpu nepuTOoHEaTbHOM CapKoOMaTo3e, KaK MpaBU-
JI0, MIPUMEHSIOT MaJUTMaTUBHbBIE CXEMbI TTOJIMXUMUOTEpa-
nuu (ITXT) u ToTaabHOe 00ayYeHre OPIOLIHOM MOJOCTU
[3]. Ha nmpuBeaeHHOe KIMHUYECKOE HaOJ0JeHNe HaMU
SKCTPANOJMPOBAH OMNBIT ILIUTOPEAYKTUBHON XUPYpruu
U TPUMEHEHMUS] MHTpaadJIOMMHAJbHOU TUIEpPTepMU-
yeckoit xumuonepdysuu (hyperthermic intraperitoneal
chemotherapy, HIPEC) npu necMomiactuueckoit me-
KoKpyriokieTouHoii onyxoau (IMKO) u npouux capko-

B HameMm lleHTpe. PebGeHKy BbINOJHEHA JianapoOCKO-
nuyeckasl LUTOPEOYyKTHMBHAsl omepauusi ¢ IOCAeayro-
1Ieil TunepTepMUYecKoil xumuornepdysuein OpIoLIHOMI
nojoctu. I[lpeuMylliecTBOM MUHUMaJIbHO WHBa3UBHOM
METOIUKU SIBJSIETCS] paHHEe BOCCTAHOBJIEHUE MOCJIe OIle-
paluu, COKpallleHWe CpoKa rOCMUTaIU3allii, CBOEBpe-
MeHHoe Hauvaso agbloBaHTHOM [TXT [4].

B npencrapieHHOM KJIMHUYECKOM HAOIIOAEHUU MpoJie-
MOHCTPUPOBAH MEPBbIN OTE€YECTBEHHbI OMBIT TPUMEHEHUS
JIarapoCKOIMMUYECKON IUTOPETYKTUBHOM OMNepalivy ¢ Tocye-
JIyIOILel TUMepTepMUIecKoil Xxumuornepdysueilt OproiHoi
MOJIOCTU y pebeHKa 17 JieT, cTpafalolero aMOpUOHaIbHOM
PMC npaBoro siuuka ¢ capKkoMaTo30M OpIOLIHOI MOJOCTHU.
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Kinnnyeckoe HaOmoaeHne

B 6o3pacme 17 aem pebenox odpamuicsi K 0emcKomy
XUpypey no Mecmy JcumenbCcmed ¢ JHcarodamil Ha yeeauvenue
npasoeo auuka. [lo danneim ynvmpasgykoeoeo ucciedosa-
nus (Y3H) u komnsromeproit momoepaghuu (KT) evisienensi
npU3HaKu euopoyene cnpasa ¢ Haauyuem coaudH020 KOMNo-
HeHma 6 npagom suuKe, HAKanAueaouw,ec0 KOHMpacmHblil
npenapam, ycuneHue Kpo8omMoKa @ npasom suuke, CKonie-
HUe JcUOKOCmU 8 NOA0CMU MAA020 MAa3a U OPIOWHON noao-
cmu. Ilo mecmy ycumenvcmea npogedeHa CKpomomomusi,
ouoncus oborouex auuxa. Mopghoroeuuecku eepuguyupo-
eana smopuonarvras PMC, npu ummyHo2ucmoxumu4ecKom
uccaedosanuu evisenena sxcnpeccusi Desmin, Myf4, MyoD1
(pechepenc eucmonoeuuecko2o mamepuara ocyusecmensin-
ca 6 OIBY «HMUI JIOU um. Jmumpus Poeauesa»
Munzdpaea Poccuu). Ilo 0anHbim MaeHUMHO-PE30HAHCHOU
momoepaghuu (MPT) OprowHoli nosocmu u mMaioeo masa
8bl516/1EHbl NEHMOBUOHBIE 30HbL YMOAUEHUS OPIOWUHbL NO
A1e60MY (DAaHKY OPIOUIHOL NOAOCMU, 3a NeYeHblo U NO neped-
Hell nogepxHocmu nepeoHeil OPOWHOU CMeHKU MOAUUHOL
do 32 mm. B npasom suuke oOHapyiceno KpynHoe coaudHoe
H06000pa306anue 2emepo2eHHol CMpPYKmypbl, HAKANAUBAIO-
wee KOHMpacmHolil npenapam, pasmepamu 52 x 46 x 98 mm,
c pacnpocmpaHeHuem uepe3 NpABbll NAXOBbIIL KAHAN
8 OprowHyr noasocms (pazmep OAHHO20 KOMNOHEHmMA —
71 % 28 x 48 mm) (puc. 1).

Puc. 1. Ilepumoneanvhoiii capkomamos Ha uruyuanvroi MPT oprownoi
noaocmu

Fig. 1. Peritoneal sarcomatosis on initial abdominal MRI
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Ilocae npogedennoeo doobcaedosanus (muenoepamma, KT
2PYOHOI KAemKU) yCmaHo8AeH OuazHo3: omopuonanvias PMC
npaeoeo auuka, capkomamos oproutHoii nonocmu, T2b NxM 1,
cmaodus IV no IRS (Intergroup Rhabdomyosarcoma Study).
Ilo mecmy scumenscmea Hauama cneyuguueckas mepa-
nus no cxeme CEVAE 6 pamkax npomoxora CWS 2009
(Cooperative Weichteilsarkom Study). B peeuonarvHom
yeumpe cymmapHo npogederno 4 xypca IIXT no cxeme
I3VA (ugpocghamuo, eumkpucmuH, axmuHOMUuuuH) X 2,
I3VE (ugpocpamud, eunxpucmun, smonosud) X 1u CEV x 1
(kapbonaamun, snupyouuuH, eunkpucmur). Ilo OaHHbIM
KoHmpoabHo2o obcaedoganus nocae 3 Kypcogé IIXT omme-
YEHO BBIPAJICEHHOE COKPAYeHUEe OCHOBHO20 ONYX01e8020
KOMNOHEHMA U YMeHbUleHUe PA3Mepo8 ONYX0Ae8blX 04a208
oprowunst. Tlocre 3agepuienus Heoads6aHmMHoU mepanuu
pebenok nepeseden 6 OIBY «HMUII JITOU um. Jmumpus
Poeauesa» Munzopasa Poccuu 0as nposedenusi onepamus-
Hoeo smana neuwenus. Ha xommpoavuoit MPT 6prowroii
NOAOCIMU GbISIGACHDI YEEAUYECHHbIe Me3eHIepUaIbHble AUM-
gamuueckue yanvl (J1Y) 6 cpednem u npagom meszoeacmpuu
(0-i1 u 8-i1 peeuonwt no cucmeme ouenxu PCI — Peritoneal Cancer
Index) c evipascennvim nosviuenuem cuenana na DWI (diffusion
weight imaging), nopasiceHus 6prouUHbL He 8bI61eHO (puc. 2).

Puc. 2. llopaxcennvie mezenmepuanvivie J1Y na npedonepayuonnoiu MPT
OprowtHoll nonocmu

Fig. 2. Affected mesenteric lymph nodes on preoperative abdominal MRI

IIpu KT 6prownoil norocmu namonoeu4ecKux uzmeHeHull
He obHapyuceHo. Pesyasvmamor obcredoeanus obcyicoeHsl
COBMECMHO ¢ 0emCKUMU OHKOA02aAMU, DPEHMeeHOA02aMU
u ayqegblMu mepanesmamu. Yuumovigas omcymcmeue
CapKomMamosa no OAHHLIM NPedonepayuoOHHOL U3YalU3a-
YUU, DeuleHo BbINOAHUMb OPXOQYHUKYAIKIMOMUK) CHPABA
naxogvim docmynom, dansee npogecmu OUACHOCTUHECKYIO
AANapocKonur, OUONCUK) NOOO3DUMENbHBIX 04a208 6 Oproul-
HOU ROAOCIU ¢ NOCACOVIOUUM CPOUHBIM SUCHON0UHECKUM
uccaedosanuem 0 NPUHAIMUS OKOHUAMEAbHOO PeUuleHUst 00
obseme onepauuu u HeobXo0uMocmu npogederus sunepmep-
MuYecKoil xumuonepgyyuu OprowHol noaoCmu.

s duaeHocmuueckoil aanapockonuu 6 uH@Gpaymou-
AUKAALHYH) 001aCmb  YCMAHO6AeH ONMU4eCKUil mpoaxkap
10 mm. Ha 6oavuwiom canvHuke, napuemanvHoi oOprouiu-
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He /1e60ll NOA0BUHbL KYNOAA Ouagpasmsl, 6 Maiom masy,
6 Me30eacmpuu ¢ 00eux CMopoH, 8 NPOeKUUU N008300ULHbIX
cocydog cnpaea u Ha BUCUEPANbHOL OPIHOUIUHE MOYe8020
ny3vipsi U CAeNoll KUWKU Bbl8AEHbL MHONCECMEEHHble Oele-
CO8AMO-JICEAMO20 U8eMa 04a208ble USMEHEeHUS Henpaguib-
Holl gopmbl, pasmepamu om 1 do 4 mm 6 maxkcumarbHom
usmepenuu. B GprowHyro noaocms ycmanogaeHvl padouue
mMpoaxkapuvl: 6 1e6oll Me30eacmpanvHoll obaacmu, npagoii
Me30- U INUACPANBHOU 00AACMAX NO CPEOHEKAUUYHBIM
auHuam (5 mm), Hao aonom (10 mm). Boinoanena buoncus
04ae08 001bUL020 CANBHUKA U NAPUEMANbHOU OPHOWUHDL

(puc. 3).

Puc. 3. Onyxonegvie ouacu Ha 60abuiom carvhure

Fig. 3. Tumor lesions on the greater omentum

Ilpu cpounom eucmonoeuneckom uccaedosanuu 0OHapy-
Jcervt amunuuHole Kaemku. C ucnoav3oeanuem OunoaspHoi
KOazyaayul 6biN0AHeHA OMEHMIKMOMUSL, NePUMOHIKMOMUS
¢ yoaneHuem 04ae06 8 YKA3AHHbIX AHAMOMUHeCKUXx 004a-
cmsx. Boidenen neswiii mouemounux, ydasena OprouiuHa
8 obnacmu OHa Mo4ee020 NY3bips U NO0B300UHBIX COCYI08
cnpasa, yoaneHvl ouaeu Kynoaa cAenoil KUk u 0ucmanb-
Ho20 omdena nodezdowHoll Kuwiku. Makponpenapamoi
yoanenvl 8 sndomeuike yepe3 docmyn no Ilgpannenumunro
(puc. 4). Buzyanrvno makpockonuuecku yoareuvl éce o4azu,
completeness of cytoreduction (CC) 0. Pebenok pacnoaaeancs
Ha ONepayuoHHOM CMoAe 8 CMAHOAPMHOM NOAONCEHUU HA
cnumHe, Xupypeu — no A€y CMOPOHY Om NAUUeHma, sH00-
CKORUYecKUili MOHUMOp — no npasyio cmopoHy. Humpaone-
DAUUOHHO  OCYUECMBAAN0Ch  08UMICEHUE — ONePAUUOHHO0
cmoaa 0as 6oaee YOobH020 docmyna K 1e6OMY U NPAGOMY
AamepasbHoOMy KAHAAaM, Maromy masy. /s mpakyuu mxa-
Hell UCnoAb308aAUCy 2 OKOHYAMbIX 3ANCUMA, NO OOHOMY
Y xupypea u accucmenma. Jluccekyus mxauei ocyuecmens-
AaCb YAbMPA3BYKOBbIM OUCCEKMOPOM, 2eMOCMA3 U Yacmut-
HO ducceKkyuss — OUNOAAPHOL Koazyaayueil.

Yuumvieas capkomamos no 6prowune, noomeepicden-
Hblll CPOYHBIM 2UCTNOA0SUMECKUM UCCACO0BAHUEM, BbINOAHE-
Ha eunepmepmu4ecKas XumMuonep@hysus OpuHol nosocmu.
Yepez mpoakapHvlie omeepcmus @ AAmMepanbHble KAHAAbL,
nodouagpaemarvHoe npOCMPaHCINBo cnpasa U caeea ycma-
HOBAEeHbl cmpaxoeounvle dpeHaxcu. Yepes konmpanepmypol
OprOWHOI nosocmu 6 manviii mas u nod ouagpazmy ycma-
HOB/eHbl meMnepamypHbvle damuuku (puc. 5).
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Puc. 4. Buo maxkponpenapama

Fig. 4. View of the macropreparation

Puc. 5. Paccmanosxka mpoakapoe u 0egaiicog 045 eunepmepmuueckoil
xumuonepgysuu: 1 — pabouuit mpoaap (5 mm)/6600H0i dpenaxc 6 npa-
60e nodouaghpazmanvroe npocmpancmeo; 2 — pabouuti mpoakap (5 mm)/
660010l Openadic 8 Aesoe noOOUAPPazManbHoe nPOCMpPancmeo; 3 — mep-
MOOAmM4UK 6 noA0Cmb Manoeo masa, 4 — onmuueckuii mpoaxap (10 mm);
5 — mepmodamuux 6 nodouagpasmanrvhoe NPOCMpaHcmeo, 6 — pabouuil
mpoakap (5 MM)/6b1600H0U OpeHadxsc U3 1€8020 NAMEPANbHO0 KAHAAA,
7 — pabouuii mpoaxap (10 mm)/paspe3 015 uzeaeueHus eUCMON0UMECKO0
mamepuana; 8 — paspes 045 y0aneHus npagoeo AUYKA ¢ ONYXoablo NAX08biM
docmynom; 9 — 6b1600H0I OpeHadIC U3 NPABO20 AAMEPANbHO0 KAHAAA

Fig. 5. Arrangement of trocars and devices for hyperthermic chemoperfusion:
1 — working trocar (5 mm)/introductory drainage into the right
subdiaphragmatic space; 2 — working trocar (5 mm)/introductory drainage
into the left subdiaphragmatic space; 3 — temperature sensor in the
pelvic cavity; 4 — optical trocar (10 mm); 5 — temperature sensor in the
subdiaphragmatic space; 6 — working trocar (5 mm)/drainage from the left
lateral canal; 7 — working trocar (10 mm)/incision for extracting histological
material; 8 — incision for removal of the right testicle with a tumor inguinal
access; 9 — outlet drainage from the right lateral canal
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Ilpoyedypa eunepmepmuueckoli xumuonep@hysuu npo-
sodunacy pacmeopamu yucnaamuna 100 me/m?> (180 me)
u dokcopyouuuna 15 me/m?> (26 me). Oouwuii 06sem nepgysuu
cocmasun 3560 ma, obsem nepgyzama oas nayuenma —
2300 ma, memnepamypa pacmeopa — 43 °C, epems yupkyns-
yuu — 60 mun. Ilocreonepauuonmslii nepuod npomexan 6e3
0COOeHHOCMEl, CMPAX0804HbIe OPeHANCU YOaNeHbl  MedeHUe
nepeuvix 4 nocaeonepayuonnvix cymok. Ilayuenm evinucau
Ha 7-e nocaeonepayuonusie cymku 0as npodoaxcenus I1XT
N0 Mecmy JCUmenbcmed.

Oo6cyxaeHune

[lepuToHeanbHBII  capkoMaTo3 B  IeAuaTpuye-
CKOM mMpakTuKe HaOJ0gaeTCss pPeaKo, B HACTOSILUMA
MOMEHT TOYHBIX CTaTUCTUYECKUX JaHHBIX O 4YacToTe
BCTPEYaeMOCTU JAHHOI MAaTOJOTMHU He CyIecTByeT [3].
Haubonbiiee konuyecTBO HAOMIOAECHUIT TMAlIMEHTOB
C IMCCeMUHAIIME ! OMYXOJIH IO OPIOIIMHE MTPOaHAIM3UPO-
BaHbl A. Hayes-Jordan et al., B uccienoBaHue BKIIOYEHBI
50 geTeii 1 MOJIOABIX B3pOCBIX 10 21 roia ¢ mepuToHea b-
HOM JUCCEeMMHALIMEN, U3 KOTOPHIX TOJbKO 7 TallMeHTOB
crpaganu PMC [5]. Takxke D.L. Casey et al. ornyoiuko-
BalM cepuio HabmomeHuit u3 10 meteir ¢ abmoMUHAaIb-
HBIM CapKOMaTO30M, M3 KOTOPBIX TOJIBKO | MarMeHT ObLT
C TEpPBUYHBIM IIEPUTOHEATBHBIM CapKOMATO30M IIpU
PMC [6]. Cpenu Bcex nonturioB PMC y nereit sMOpu-
OHAJIBHBINA BapuaHT SIBISIETCST CaMbIM 4acTeiM (60 %)
U UMeeT Haubosiee OJaronpusITHBIM MPOrHO3, YTO Tpe-
OyeT IIamsIIero M TIHIATEJIbHOIO JOKAJIbHOTO KOHTPOJIS
[7]. B mocneaHee BpeMsl HaOMparOLIMM IOMYJISIPHOCTh
METOIOM JIOKAJbHOTO KOHTPOJISI IPU MeTacTaTUIeCKOM
MUCCEMUHAIIMY 10 OPIOIITHOM MOJIOCTU KaK Y B3POCHbIX,
TaKk M Yy AeTeil sSBaseTCsl LMTOPENYKTUBHAsSI OIepalus
C Mocienyloleil rurnepTepMuIecKoil XuMmuoreppy3nei.
HanGonbmyMm omnbITOM TIPOBEIEHUST JAHHOM IIPOLEIy-
pol y meteit obnamaer MD Anderson Cancer Center: u3
50 malyeHTOB OOJIBIIYIO YacTh cocTaBuiu Aeth ¢ JIMKO,
koropeiM nipoBean HIPEC [5]. MccnenoBatenu mpone-
MOHCTpUpoBaiu, 4yto y namueHToB ¢ PCI < 16 meauana
beccooniTuitHoil  BbhkuBaemMocTu (BCB) cocraBmser
34 mec, B T0o BpeMs Kak nipu PCI > 16 — 20 mec. B nipo-
JIEMOHCTPUPOBAHHOM HaMU KJIMHUYECKOM HaOJI0IeHUN
PCI Ha npemonepalilioHHON BU3yaau3allMd IO JaHHBIM
MPT (4) u uHTpaornepaliioHHO (8) oTanMYancs, a HalIu-
yye 04YaroB MMEHHO OITyXOJIEBOM IIPUPOABI OBLIO IOJI-
TBEPKIACHO pE3yJbTaTaMy CPOYHOTO THMCTOJIOTMYECKOTO
nccaenoBanus. Takxke A. Hayes-Jordan et al. mokazanu,
YTO MPU HAJUYMUM OCTATOYHBIX OYaroB pasMepoM MeHee
2,5 mMm (CC-0) menuana BCB cocranset 31,4 Mec, a ripu
Oosee KpymHbIX odyarax — 7,1 mec [5]. B nanHoM HabI10-
IIEHUU BCE MAaKPOCKOMUYECKU BHUIMMBIC IIPOSBICHMS
6osie3nu obUTH ynaneHsl (CC-0). CTouT Takke OTMETUTD,
YTO BaXXHON 0COOEHHOCThIO s TanupoBanuss HIPEC
SIBJICTCSL JIOKAJIM3allMsl OIyXOJIeBON IUCCeMUHALMU
B Tpeenax OJHOM aHaTOMUYECKON MoJIocTH (OPIOLIHOM
WY TPYOHOW), B CBSI3U C YeM B LEJsIX BepuduKaluu
CUCTEMHOTIO XapakTepa 3a0oieBaHUs MbI BhITIoJiHsIeM KT
IpyaHoi u OprorrHoi mojocteit. s moncueta PCI mbr
HCII0JIb3yeM naHHble MPT OpIolHol 1oJI0CTH U MaJoro
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taza. B cBoem uccinenosanuu C.-N. Lin et al. Ha mpu-
Mepe 62 MalyeHTOB ¢ KaHLIEpOMAaTO30M OpPIOLIMHBI IIpU
pake 4epBeOOpPa3HOro OTPOCTKA, SIMYHUKOB, XeJyoKa
1 000JOYHOM KUILIKM TToKa3anu, uto MPT umeer npeu-
myiiecTBo 11 oueHku PCI nmpu nimanupoBaHuM oobeMa
LIUTOPEIYKTUBHOI omeparuu [8]. YuuTeiBas Iamsiiuii
U OPraHOCOXPAHSIOIINUI ITOAXOABI B IETCKOM OHKOXUPYP-
TUYECKOI TpakTukKe, B HamieMm LleHTpe MBI cTpeMHMCs
WCITOJIb30BaTh MUHUMAJIBHO WHBA3WBHBIA TOCTYIl 0e3
yiiep6a sl abJaCTUKKU BBIMOJTHIEMOTO XUPYPIUYeCKO-
ro mocobus. Jlamapockonuueckass IIUTOPEAYKTUBHAs
orepauus € IOCIEAYIOUIEA TUINEPTEPMUUYECKON XUMHO-
nepdysueit 3apekoMeHaoBana ceds Kak 3(P(PeKTUBHBII
AHAJIOT «OTKPBITBIM» LIUTOPEAYKTUBHBIM OIIEPALIUSIM,
UMEIOIMI PSII TIPEUMYIIIECTB: COKpaIlleHUE NIUTEIbHO-
CTU CTAIlMOHAPHOTIO JICUCHHsI, CHUKEHUE CTEIIEH! BbIpa-
JKEHHOCTU 00JIEBOTO CMHIPOMA, CBOEBPEMEHHOE HAvaslo
agpioBaHTHOU IIXT [4]. MajnouHBa3MBHBII JTOCTYII
Npy LMTOPEAYKIIUM HaumOoJiee YacTo HCIOJb3YIOT BO
B3pOCJION MPaKTUKE, OMHAKO HAMU B JIUTEpaType He ObLIO
OOHapyXeHO YIIOMUHAHUI NMpPUMEHEeHMs] JaHHOI MeTO-
IUKW B MIeNMATPUIECKOM TOIYJISIIUM MareHToB. OHKO-
JIOTMYECKME LICHTPHI, BRIMOJHSIIOIINE TaHHYIO MIPOLIEIYPY
y B3POCJIbIX, PEKOMEHIYIOT TIIATeJbHBII OTOOP OOJBHBIX
JUIST TanapoOCKOMMYECKOM IMTOPEAYKIIUU 110 CJICAYIOIINM
kputepusMm: PCI < 10, oTcyrcTBUe paHee NPOBeIeHHBIX
OOIIIMPHBIX OTKPBITHIX OMEpPaIil, OTCYTCTBUE OOBEMHBIX
OMyXoJieii B OPIOIIHOI TIOJIOCTH, pacIpOCTpaHEHHOM
WHBa3uM auacdparMbl U MHOXECTBEHHOTO TMOPaKCHUS
Me3eHTepuanbHbIX JIY [9, 10].

WccnenoBatenn U3 YHUBEPCUTETCKON  KIMHUKU
University Hospital Reina Sofia (Mcnanus) cpaBHUIN
OMKaiie U OTnaaeHHbIE pe3yIbTaThl 2 TPYIIN MallkueH-
TOB, KOTOPBIM ObLIa TIPOBEICHA IIUTOPEAYKTHUBHASI OIle-
palus U rurepTepMudeckast Xumuorepdysus 13 OTKPhI-
toro (n = 38) u JanapocKOmu4eckKoro (# = 17) 1ocTymnos.
Ilocne namapocKONUUYecKOW LMTOPEAYKIMM MeauaHa
IOCJICONEePALIMOHHOTO HAXOXACHUs B CTallMOHApe II0
CPaBHEHMIO C OTKPHITBIMU BMeIATeIbCTBAMU COCTABU-
na 4 (2—10) u 9 (2—19) cyt cooTBeTCTBeHHO. BhIsIBICHA
JMOCTOBEpHAasl pa3HMIIa B CPOKaX Hayvajla aJablOBaHTHOI
[IXT, MmennaHa mpu OTKPBITHIX IUTOPEAYKIIMSIX COCTABU -
na 8 (4—36) Hen, ipu Janapockonudeckux — 4 (3—7) He.
ITokazaTenn KpaTKOCPOYHOU BbDKMBaeMOCTH (90 mHeit)
ObUTM OonMHaAKOBBI B obOeux rpymnmnax. OpHonetHss BCB
B IPYIIIE OTKPBITBIX Oonepalnii coctaBuia 63,7 % npotus
71,4 % 1ocie nanapocKONMUYeCKUX HUTOPeTyKIniA [4].

3akiroyenne

I[IpumeHeHMe MWHUMAIbHO WHBAa3MBHOIO HOCTY-
na IIpyd LUTOPEAYKTUBHOM oONepaldyd C MNOCIEAyIOIIeH
npoueaypoii HIPEC B memmaTpuyeckoil mpakTUKe
SIBJISIETCS TIEPCIIEKTUBHBIM METOIOM, TaK KaK UMEET Pl
OMUCAHHBIX MpenmyinecTB. OnqHaKo HEOOJNbIIOE YUCIO
MalMEHTOB C OITyXO0JIEBOI TMCCeMUHAIMel o OpIoLIHe
U OTpaHWYEHHbIM MMPOBOI OMBIT MCIOJb30BAHUS JaH-
HOW TEXHUKU Yy NeTel TpeOyloT AaJlbHEHIIMX MCCIEN0-
BaHMI U TIIATEJbHOTO MOI0Opa MAllMeHTOB, K KOTOPHIM
OynmeT mpUMeHMMa JaHHasi METOIMKA.
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Capkoma npaBoii 6egpeHHOi KOCTH C reTeporeHHoil mopchonorueii,
CXO0XXeil ¢ MMOINUTENNANbHON KapLUWHOMOW

u amnnudukauueii reda EWSR1 y manbuuka 15 ner.

KnuHnueckoe HabnofeHne u 063o0p nuteparypbl
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Capxoma unea (CIO) seasemcs 00HOU U3 CAMbIX 4ACMBIX NEPBUUHBIX ONYXOaell Kocmel u umeem nod co00i XOPOulo U3YHeHHYH
U U36ECMHYH0 OUACHOCIUYECKU 8AXICHYI0 2eHemu1ecKyr nooonaeky. OOHaKo 6cmpeuaromest nepeuHHO-KOCMHble KpyeAoKAemoUHble ONYX0au
¢ amunu4Hoil Mopgoaoeueii, omauuroi om KoneeHyuonanvroil CIO, onyxoau ¢ nepecmpoiixoii eena EWSRI ¢ eenamu napmuepamu He u3
cemeiicmea eenos ETS, onyxonu c neobviunvimu usmenenusmu eena EWSR 1 no muny amnaughukayuu uau deaseyuu, 4mo Mojcem 6bl3bi8amb
3HauumenvHole duasHocmu4eckue mpyoHocmu. B 0anHoil cmamee HaMu ONUCAH CAYHAL NEPBUMHOU KOCMHOU ONYXOAU ¢ HEMUNUHHOLL
Mopgoaoeuetl, cxoxceil ¢ MUOINUMEAUANbHOU KAPYUHOMOU, 20e Oviia eviserena amnauguxauus eena EWSRI. Ilo cosokynnocmu
MOPPON0UHECKUX, UMMYHON0SUMECKUX, 2eHeMUHeCKUX U KAUHUYeCKUX NPUSHAKO08 OGHHAS ONYXoab 0bLAa KAACCUDUUUPOBAHA KAK
capkoma u3 epynnvt. EWSRI::nonETS kpyenokaemouHbix capkom, a umenHo capkoma c nepecmpoiikoii. EWSRI::NFATC2, enepesvie
ghopmanuzoeantas é Kaaccugurkauuu onyxoaei msaeKux mxkaueil Becemuphoii opeanusayuu 30pagooxparenus ¢ 2020 e.
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Sarcoma of the right femur with heterogeneous morphology similar to myoepithelial carcinoma and amplification
of the EWSRI gene in a 14-year-old boy. Clinical observation and literature review

LYV, Sidorov', A.S. Fedorova®, E.I. Konopleva’, A.S. Sharlai', D.M. Konovalov’

'Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia; *Faculty of Fundamental Medicine at M.V. Lomonosov Moscow State University;
Bld. 1, 27 Lomonosovskiy Prosp., Moscow, 119192, Russia

FEwing sarcoma (ES) is one of the most frequent primary bone tumors and has a well-studied diagnostically important genetic background.
However, there are primary bone round-cell tumors with atypical morphology different from conventional ES, tumors with rearrangement
of the EWSRI gene with partner genes not from the ETS gene family, tumors with unusual changes in the EWSRI gene (amplification or
deletion), which can cause significant diagnostic difficulties. In this article, we will describe a case of a primary bone tumor with an atypical
morphology similar to myoepithelial carcinoma, where an amplification of the EWSRI1 gene was detected. According to morphological,
immunological, genetic and clinical signs, this tumor was classified as a sarcoma from the EWSR1::non-ETS group of round-cell sarcomas,
namely a sarcoma with EWSR1::NFATC2 rearrangement, first formalized in the WHO classification of soft tissue tumors in 2020.
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BBenenne

Brniepsble rpyrma capkoM ¢ IepecTpoiiKoil reHa
EWSRI ¢ reHamu-TIapTHepaMu He u3 cemelictBa ETS,
OblTa 0003HAYeHa B KiIacCU(MUKAIUKM OITyXoJielt KOCTeit
U MSITKUMX TKaHeil BcemupHOI opraHuzaluu 31paBo-
oxpanenuss (BO3) 2020 r. Ctout cpa3y OTMETUTb, UTO
pedb He UIET O paHee M3BECTHBIX OMYXOJISIX U3 YCIOBHOM
rpyrnbl EWSRI-tiepecTpOeHHBIX, HallpyuMep, MUOSITH-
TeJIMaJIbHON KaplLMHOME, aHTMOMAaTOUIHON (puOpo3HOit
TUCTUOILIUTOME M T. M., MOTEHLIMAIBHO CITIOCOOHBIX BO3-
HUKAaTh TIEPBUYHO BHYTpPUKOCTHO [1, 2]. [pyrnma capkom
EWSRI::nonETS Ha ceromHsIIHUM AeHb O(GULIMAIBHO
BKJIIOUAeT JBE OIYyXOJM, a MMEHHO:. CapKoMy C Iiepe-
crpoiikoit EWSRI::PATZ1 n capkoMmy c TepecTpoiKoii
EWSRI::NFATC2. 3tn 2 onyxoJii SIBJISIIOTCSI COBEPIIEH-
HO pa3HBIMU I10 CBOMM JIOKATN3aLIMOHHBIM, SIUIACMUO-
JIOTUIECKUM, MOP(OJIOTUISCKIM U UMMYHOJIOTUIECKUM
XapakTepucTukKaM. B OTHOIIIEHMM WMMYHOJIOTMIECKUX
MMPU3HAKOB 00€¢ CapKOMBI UMEIOT YHUKAJIbHBIN (PEHOTHUII:
st PATZ I-nepecTpoeHHO capKOMBI XapaKTepHa KOJKC-
mpeccusi TAUOHEHpaTbHBIX M MHOTEHHBIX MapKepoB,
B TOM YMCJIe U SIAePHbIX, TakuX Kak MyoD1, Myogenin,
YTO MOXKET CO3[aBaTh 3HAUYUTEJbHBIC TPYIHOCTU B IU-
depeHLMANbHOM JUarHOCTUKE C pPabIoMHUOCApKOMOIA.
Capkowma c riepectpoiikoii reHa NFATC2, momumo CD99
n PanCK, skcmpeccupyeT DJOBOJBHO peakue MapKephl,
takue kKak NKX3.1 u AGGRECAN u Bo3HUKaeT Tipe-
WMYIIECTBEHHO B KOCTSIX, YTO TakKXKe MOXET BBI3BaTh
MTMAaTHOCTUYECKUE OIIMOKH.

Knunuueckuii ciyqai

B 6o3pacme 15 aem y pebenra 603HuKAU XHCcan06vl Ha
00U 6 Npaesoll HUMNCHell KOHEeYHOCMU, YMEPeHHOU UHMeH-
cusHocmu, bOecnokosuue 6 geuepHee pems 6 nokoe. Ha
gone cumnmomamuueckoll mepanuy OMMe4anioch ycuieHue
001€6020 cUHOpoOMA, NPUCOEOUHUAOCH NPUXPAMbIBAHUE NPU

xodvbe. 1o pezyavmamam penmeeHoepapuu npasoil HuxICHell
KOHeUHOCMU Y peOeHKa Gbl6AeHO KUCMO3HOe 00pa308aHue
NPOKCUMANbHO2O OMOeaa npaeoil bedperHoil kocmu. B yeasx
YMOUHeHUs. XapaKkmepa 06pa308aHuUs GbINOAHEHA MAaeHUM-
Ho-pe3oHaHcHas momoepaghus (MPT) npaeoii 6edpentoii
KOCIMU ¢ 3aX6amMoM 2 CMENCHbIX CYCMAB08 ¢ KOHMPACMHbIM
ycuneHuem, no pesyavmamam KOmopou y pebeHka noo-
meepaicoeHo Hatuyue 006eMH020 00PA308aHUS NPOKCUMANb-
Ho20 Memaduapu3za npasoii bedpeHHOi KOCMU ¢ NPUSHAKAMU
NepuOCManbHoll peaKyuil, 3KCMpaoccaibHoeo KOMnoHeHma,
a makice NAMoA02UMECK020 NEPesoMa KOCMU HA YPoeHe
obpazosanus. B yeasx ouenku pacnpocmpaneHHoCmu ony-
X011€6020 npouecca NAUUeHmy NPOEe0eHbl KOMNbIOMEPHAS.
momoepadghus (KT) opeanoé epyoHoll kaemku ¢ KoHmpacm-
HbIM YCUACHUEM, NOZUMPOHHO-IMUCCUOHHAS moMmoepagus/
KT 6ceco meaa, kocmuomoseoevie nynkyuu u3 4 mouex.
Buinoanena omipuimas ouoncus 00paz08anus NPOKCUMANb-
H020 omadena npaeoii bedpeHHol Kocmu.

Ilpu  mopgonoeuneckom uccredoganuu onpedensincs
UHBA3UBHDBLI POCI 8 Pe3UOYANbHYI0 KOCMHYI0 MKAHb RAMO-
A02UMECKOU MKAHU NPEUMYUECMEEHHO COAUOHO20 CMPO-
enust (puc. la), ede knemku He 00pa306bI6ANU KAKUX-AUOO
eucmonoeuyeckux cmpykmyp. Ouaeo6o kaemxu opmuposa-
AU 00HO- U 08YXPSAOHbIe MOHKUE MPAbeKyAbl UAl YenouK,
KOmopble pacnoaazaiics 6 coeOuHUmeabHOMKaHHOU cmpo-
Me ¢ mukcomamosom (puc. 16). Kremku onyxoau umenu
cpeoHuil pasmep, HebOAbUIOE KOAUMECHBO 303UHOPUALHOL
2DAHYAAPHOU YUMONAA3ZMbL U OKPYeable 2UNEPXPOMHbBLe A0pa.
Hexkpo3o06 6vis61eH0 He 0bi10. Yuumbleas bluleONUCAHHYIO
Mopgonoeuneckyro KapmuHy Oug@epeHyuarbHo-0uacHo-
CMuYecKull psd 6KAOUAA MUOINUMEAUANLHYI) KADYUHOMY),
capxomy FOunea (CIO) ¢ nemunuunoii mopgonoeueit, dpyeue
MAaK HAa3bleaemvle <«HOUH2ONOOOOHble» CAPKOMbL, ONYXOAU
aHdOmeauanvHoeo eucmoeenesa. llpu ummyHnoeucmoxumue-
CKOM uccaedo8aHuu noay4eHst Heeamuetoie peakyuu c CD31,
CD34, SATB2, S100, EMA, BCOR, TLEI, p63, SMA,
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Puc. 1. Mopgoroeuneckas kapmuna KpyerokaemouHol capKomvl ¢ nepe-
cmpoiikoiit EWSRI::NFATC2: a — ommeuaemcs coaudHoe pacnonodicexue
KACMOUYHbIX NEMEHMO8 ONyXoaAu, a MAKdce GUOeH UHBA3UGHbII pPOCM
8 pe3udyanbHyr KoCmHyr mxatns, X 200; 6 — pachonodceHue Kaemok 6 sude
MOHKUX yenouek u mpabekyn cpedu MUKCOUOHOU CIPOMbL HANOMUHAem
MUOINUMENUANbHYIO KapyuHomy, X 400

Fig. 1. Micrograph of round-cell sarcoma with EWSRI::NFATC2
rearrangement: a — there is a solid arrangement of the cellular elements
of the tumor, invasive growth into the residual bone tissue, x 200;
0 — the arrangement of cells in the form of thin chains and trabeculae among
the myxoid stroma resembles myoepithelial carcinoma, %< 400

Calponin. buiia evisigrena sxcnpeccus Knemkamu onyxonu
CDY99, PanCK (dot-like), NKX2.2, WTI (adepnuiii aokyc,
caabo), ETV4, CyclinDI1, ERG (puc. 2). Taxum obpazom,
yuumoigas ummyHogenomun (xosxcnpeccus ETV4, WTI),
NepeoHAaA*aNbHO OUACHO3 OblA CHOPMYAUPOBAH KAK <«IOUHEO-
nodobnas» capkoma, Haubosee 8eposSMHO, ¢ NepecmpoiKoil
eena CIC. U3-3a Huskoeo kavecmea JIHK nposecmu mone-
KYyAsipHO-2eHemuueckoe uccaedoganue He ydaaoce. Ilpu
nposederuu gayopecuenmuoil eubpuduszauuu in situ (FISH)
oviaa evisieaena amnaugukayus eena EWSRI (puc. 3), nocae
Ye20 ObLA0 BbINONHEHO UMMYHOUCMOXUMUYECKOe UCCAe008d-
Hue ¢ anmumenom npomue NKX3.1, noayuena nosumugnas
peakuus (cm. puc. 2). Yuumosieas mopgonoeuro onyxoau,
Komopas 6blaa cxoxica ¢ MUOINUMEAUANHOU KAPUUHOMOIL,
ee UMMYHOpeHOMUN U A0KAAU3AYU, AMIAUPUKAUUIO 2eHa
EWSRI, ouaenos 6bin usmeHeH Ha <KpyeaoKAemo4Has cap-
xoma ¢ nepecmpoiikoit EWSRI1::NFATC2».

O60cyxnenue

Dnudemuonozusn u aoxaiuzauus

Kpyrnoknerounbsle capkombl ¢ EWSRI::nonETS-ne-
pectpoiikamu 1o cpaBHeHuio ¢ CIO sBisioTcst peakumu
omyxojismu (rmo maHHeIM Ha 2018 1) [3], ommmcaHo Bcero
HECKOJIbKO JIECSITKOB ciiydaeB (13 ciydaeB ¢ mepecTpoii-
koii EWSRI-NFATC2, omHako 3TO He €IWHCTBEHHBIN
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Puc. 2. Pesyabmamvi UMMYHOLUCIOXUMUYECKO2O UCCAe008AHUS MKAHU
onyxoau, < 400

Fig. 2. Results of immunohistochemical examination of tumor tissue, % 400

Puc. 3. Mukpogomoepaghusa pesyremama FISH ¢ JTHK-30ndom Kk eceny
EWSRI. IHK-3010 — ZytoLight SPEC EWSRI Dual Color Break Apart.
Ipoxcumanvhwiii (5'-) koney EWSRI — kpacuwiii, oucmanvhuiii (3°) koney
EWSRI — 3enenviii. Bvisgaena mpanciokayus ¢ 6061e4eHueM N0KyCca eeHa
EWSRI 6 covemanuu ¢ amnaugpuxayueir 5' konya, x 1000

Fig. 3. Micrograph of the results of a FISH with a DNA probe to the EWSR1
gene. DNA Probe — ZytoLight SPEC EWSRI Dual Color Break Apart.
The proximal (5'-) end of EWSRI is red, the distal (3') end of EWSRI is
green. Translocation involving the EWSRI gene locus in combination with
amplification of the 5' end was revealed, < 1000

BapuaHT XMMEPHOTO TPAHCKPUIITA, BO3MOXHBINA B 3TOM
TUIle omyxoJieit). OgQHaKO CTOJIb HEOOJbIIOE YUCIO CBSI-
3aHO HE TOJIbKO C PEIKOCTBIO OITyXOJIM, HO U C TeM, YTO
oHa Obuta onucaHa Toybko B 2009 . B omiuuue ot CIHO,
KpyriaokiaeTouHass capkoma ¢ EWSRI:nonETS-ne-
pECTPOMIKAMM  IIOPAXaeT MNPEUMYIIECTBEHHO JIIOAEH
OoJiee cTapIero Bo3pacTa — IOAPOCTKOB U B3POCIBIX
(cpemHuii BO3pacT MALMEHTOB C OITyXOJSIMU, HECYIIMMU
nepectpoiiku EWSRI::NFATC2 wn FUS::NFATC2, coctaB-
et 32,3 roga [4—6], nepecrpoitky EWSRI::PATZI —
42 roga [7], HO B LIEJIOM OITyXOJb MOXET OOHapyKMBaTh-
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¢ y TalMeHTOB JIIoOoro Bo3pacta). B ciayyae omyxodeit
¢ mepectpoitkamu EWSRI::NFATC2 w FUS::NFATC2
Mpeo0JIaJaoT KA MYXXCKOro mnoJa (cooTHoueHue 5:1)
[4—6], npu niepectpoiike EWSRI::PATZI pacnipeneneHue
10 MOJIy paBHOMepHoe [7].

Capkoma c¢ mnepecrtpoiikoit EWSRI::NFATC2, xaxk
n CIO, nopaxaeTr nmpeuMyIiecTBEeHHO MeTapu3bl U Jua-
¢u3bl IIMHHBIX KOCTell KoHeyHocTell [8]. Takke BO3-
MOXHA JIOKaJIM3allds B MSTKUX TKaHSX TOJIOBHI, IIEH,
IPYOHOUM CcTeHKM, kuBoTa [9—12]. KpyriaoxkierouHas
capkowma c niepectpoiikoii FUS::NFATC2 onucaHa TOJIbKO
B IJIMHHBIX KOCTsIX [5, 8, 13]. st PATZI-tiepecTpoeHHOM
CapKOMBI KOCTHasl JJOKaJIM3allusl KpaiiHe pelnka, OImyXoib
BO3HUKAET MPEUMYILIECTBEHHO B MATKMX TKaHX [14].

Mopgoaoeuneckan kapmuna

Mopdonorus KPYTJIOKJIETOUHBIX capKkoMm
¢ EWSRI::nonETS-nepectpoiikaMu 0oJiee reTeporeHHa,
yeM y CIO, 4yT0o 00BbEIMHSET €€ ¢ IPYTMMU TaK Ha3bIBa-
eMBbIMU <«IOMHTOITOAOOHBIMU» capkoMamu [15]. Tucro-
JIoOru4ecKasl KapTHHA B OTVIMYME OT KOHBEHIIMOHAIbHOM
CIO xapakTepusyeTcs BapuaTUBHOCTBIO, Peain30BaHHOM
OOJIBIIMM pa3HOOOpa3rMeM CTPOEHUS M MX COYeTaHU-
eMm. g capkombl ¢ EWSRI::NFATC2 B OONBIIMHCTBE
HaOJIoNeHUI XapakTepHa MOpPQOJIOTHUs, CX0Xasl ¢ MUO-
SMIUTeIMaIbHOM KapuuHoMoi. CtpoMa ¢huOporuajamHo-
Basl WM MMKCOTHUAJIUHOBAsI, CONEPXKUT B ceOe OKPYIJIbIe
WIX BEPETCHOBUIHBIC KJIETKM, OPTAaHU30BaHHBIC B TSIKU,
HeOoIbIINe THe3[1a, TpabeKylabl WIN TICeBIOAllMHAPHbBIE
CTPYKTYpPBI. MOTYT BCTpeuYaTbCsl KPYIHBIE SIUTEIUO-
uaHble KiaeTku. HaOmiomaercss BbICOKasi BapMaTUBHOCTH
mo opme u pasmepy siiep, KOTOpble MOTYT OBITh MOHO-
MOP(MHBIMU, MOTYT OBITh BBIPaKEHHO ILJICOMOP(MHBIMU,
C HEPOBHBIMU KOHTYPaMH, INTOTHBIM TUIIEPXPOMHBIM WJIN
BE3UKYJISIPHBIM XPOMaTUHOM, MaJEHbKUMU WU SIPKO
BBIpAaXKEHHBIMU SApbIIKaMu. CapKOMBI ¢ TIEPECTPOMKOM
EWSRI::PATZ1 TaxkXe COCTOST W3 MEJIKUX OKPYIJIbIX
WIX BEPETEHOBUIHBIX KJIeTOK. CTpoMa 4acTo CKymHas,
COCTOMT W3 COCAMHUTEIbHONM TKaHU. MuUToTHYeCKas
aKTUBHOCTb HEMOCTOSIHHA, OT OTHOCUTEIbHO HU3KOM 10
BBICOKOI B Pa3JIMYHBIX CIyYasix, BEIPAXKEHHOCTh HEKPO-
30B TAKXe€ pa3jMyHa, OT PeAKUX (HOKYCOB 10 OOLIMPHBIX
reorpauyeckux ouaron [6, 16—19].

Hmmynoeucmoxumuueckasn kapmuna

Kpyrnoknerounbsie capkoMmbl ¢ EWSRI::nonETS-ne-
pECTPOMKaMM XapaKTEPU3YIOTCI HEMTOCTOSIHHOM SKCIIpEC-
cueit CD99. YacToTa BBIIBICHMS 3TOTO MapKepa B capKo-
Max ¢ niepectpoiikamMu EWSRI1::NFATC2 v FUS::NFATC2
Habronaercst B uHTepBaie oT 50 % [16] 10 BbIpaxkeHHOM
nuddysHoii akcnpeccun B 100 % caydaes [3, 20, 21].
IIpu sToM B capkomax ¢ nepectpoiikoit EWSRI::PATZ1
skcrpeccuss CD99 HabGmomaeTcss HE BO BCeX Clydasx
[16]. B capkomax ¢ mepectpoiikamu EWSRI::NFATC2
u FUS::NFATC2 Takke MOTYT 3KcIpeccupoBaTbest PAX7,
NKX2-2, NKX3.1, AGGRECAN, CD138, CD10, EMA,
CDI117, BCL-2, BcTpeuaeTcst pokanbHast TOUeUHasl LIUTO-
asMatudeckasi akcmnpeccus (dot-like) kepatuna AE1/
AE3 [5, 15, 20, 22—24]. B uenoM yHUKaJIbHBIMU B Aua-
THOCTMYECKOM IIJIaHE SIBJIIETCSI COYeTaHUE SKCIIPECCUU
NKX3.1, AGGRECAN [25]. B capkoMax ¢ riepecTpoiikoii
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EWSRI::PATZ] BuIsiBAsIETCST pa3idyHasl CTEIeHb KOYKC-
npeccun muoreHHnlx (Desmin, Myogenin, MYODI)
u HeviporeHHbBIX (S100, SOX10, MITF, GFAP) mapkepos,
TakKe Bo3MoxkHa akcripeccuss CD34 [7, 12—14].

Tenemuueckue ocobennocmu

K xumepHBIM TeHaM, KOTOpPbIE€ MOTIYT BBISBISITHCS
B KPYIJIOKJIETOYHBIX capkoMax ¢ EWSRI:nonETS-ne-
pectpoitkamu, oTHocsaTcs EWSRI::NFATC2 (t(20;22)
(q13.2;q12)), FUS::NFATC?2 (t(20;16)(q13.2;p11.2)) 1160
EWSRI::PATZ1 (inv(22)(ql2; ql2)) [17]. B capkomax
¢ mnepecrpoiikoit EWSRI::PATZ1 onucaHbl JIOMOJIHU-
tenbHble genenun CDKN2A, CDKN2B, ammiudukaius
MDM2 [7].

Jto0ompITHO, YTO B CiIydasx C TpaHCIOKaluei
EWSRI::NFATC2 (1(20;22)(ql13.2;q12)) HaOGmomaercs
YacTO TTOBTOPSIIOIIMICS aMIIN(UKAIIMOHHBIN MaTTTepH
XUMEpPHOTO TeHa, KOTOpHIi, BEpOsSTHEe BCEro, CBUJE-
TEJIBCTBYET O CI0XKHOM MEXaHM3Me IMepeCTPONKU MEXIY
20-11 1 22-i1 XxpOMOCOMaMU.

BoimmeonurcanHasi 3aKOHOMEPHOCTh (aMIUTU(UKALIS
XMMEPHOTO TeHa) SBJISETCSI HEOOBIYHBIM SIBICHUEM LISt
OITyXOJIel, aCCOLMMPOBAHHBIX C TPAHCIOKAIIMSIMU TeHA
EWSRI, n Ha maHHBII MOMEHT OITMCaHa TOJbKO LIS
ciayyaeB ¢ EWSRI::NFATC2, 4To0 MOXHO CUMTaThb Jua-
THOCTUYECKN 3HAYMMBIM IPU3HAKOM B KOHTEKCTE 3TOM
HO30JIOTUU. AMITIU(MUKALIASI MOXKET ObITh OTBETCTBEH-
Ha 3a 3(deKT D03bl TeHa, YKa3bIBas TaKMM O00pa3oM Ha
MOTEeHIIUAILHO OoJiee caadblii  TpaHCHOPMUPYIOIINIA
MOTeHLMal ONUCAHHOW XpOMOCOMHOI abeppaliuu.

Ilpocnos

Ha HacTosiimmii MOMEHT B CBSI3U C MaJIbIM KOJUYE-
CTBOM CJIy4aeB M OTPaHMYCHHBIM CPOKOM HAOJIOICHUS
MocJie TIOCTAaHOBKM ITMAarHo3a TaHHBIe O MPOTHO3€ HEO-
HO3HAYHBI U e11e TpeOyroT KoppeKiun. OmHaKo yxke ceit-
yac MOXHO cKa3zaTb, 4yTo B oTinuue ot CHO kpyriokie-
TOYHbIe capkoMbl ¢ EWSRI::non-ETS-nepectpoiikamu
JEMOHCTPUPYIOT XYALLINI OTBET Ha XUMKUOTepanuio [6, 7].

3akioyenne

Ycn0BHO BhIZEJICHHBIE B OMHY I'PYIITY B KJIacCU (UKW
BO3 2020 r. capkomnbl ¢ nepectpoiikamu EWSRI::PATZ1
n EWSRI::NFATC2 9BRAIOTCS COBEPIICHHO pPa3HBIMU
HO30JIOTMSIMUA KaK B OTHOIIIEHUHU CBOETO0 OMOJIOTMYECKOIO
TOBEICHMS, TaK M B OTHOIICHUN CBOMX JIOKAIM3AIIMOHHBIX,
MOPGhOJIOTNIECKUX Y UMMYHOJIOTMUECKMX XapaKTepUCTUK,
JMOCTOBEPHO OILIGHUTh IIPOTHOCTUYECKWE IIPU3HAKM Ha
CETOMHSIIIHUI JEeHb 3aTPYIHUTEIBHO M3-3a HEOOJBIIOTO
KommyecTBa ciaydaeB. HecoOMHEHHBIM <«IIpEUMYIIICCTBOM»
B IMarHOCTUKE 3TUX 2 OIyXOJIei SIBIIIeTCs, MO KpaiHei
Mepe, MX YHUKaJbHas MMMYHO(hEHOTUIIMYECKasl KapTu-
Ha, 0 YeM OBbLIO CKa3aHO BBIIIE, a B OTHOIIIEHUN CapKOMBI
¢ EWSRI:NFATC2 TakuM <«IIPEUMYLLIECTBOM» MOXET
CIYXXWUTh ee MopoJiornueckasl KapTuHa (HaroMUHAaroIIas
MMOSIIUTEIIIBHYIO KapILIMHOMY) B COBOKYITHOCTH C JIOKa-
JM3alneil (IJIMHHBIE KOCTM KOHEYHOCTEW) M ompeaesieH-
HBIMM TEHETUYECKUMU aHOMAIUSIMM  (aMIUTM(UKALINS
reHa EWSRI B yactu ciaydaeB). KoppekTHas amarHocTvKa
¥ HaKOTUIEHUE OITbITa 00 3TUX OMYXOJSIX KpaiiHe BaXKHBI
JUTS TaJIbHEU e ONITUMU3ALIMU TEPATTAU.
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OcTpblii neiko3 n3 paHuux T-KneTok-npeAwecTBeHHNKOB:
BONPOCHI ANArHOCTUKKN, NEeYeHUs, onucaHue co6CTBEHHOro
KNMHUYEcKoro Habnwaeuus

FO.C. Kopkuna, T.T. Baimes, K.!. Kuprusos, C.P. Bapdoaomeesa

DOIBY «HMHUI] onkonoeuu um. H.H. broxuna» Munzdpasa Poccuu; Poccus, 115478, Mockea, Kawupckoe uiocce, 23
Kounrakrhable nannbie: Tumyp Teiimypazosuu Baauee timurvaliev@mail.ru

Ocmpuiit neiiko3 u3 paunux T-xaemok (early T-cell precursor, ETP-OJIJI) s6asemcs HO8bIM NOOBAPUAHMOM OCMPO20 AUMPOOAACMHOO
setikosa (OJ1J1). [las onyxoneguix 6nacmos xapakmepeH yHUKAAbHbLIL (peHOMUN, BKAUAIOWUL NPUSHAKU KAK CIMB010801L, MAK U MUEA0UOHOI
KAeMKU, YMO 3HAYUMEAbHO YCA0NCHAem U epeHyuansiyro ouasHocmuky. Baxcreiimumu ouaeHocmu4eckumu Kpumepusmu seasamcs
yumoeeHemu4ecKue uMoAeKyAsapHo-ouosoeuyeckue ocooennocmu kaemok npu ETP-OJIJI. Ha cecoonswnuii 0ens 6edyujue mejncoyHapoorble
2PYNNbL MO U3VHEHUI0 0emCK020 AelK03a Npo8o0sm UCCAe008aHUs 8 UeasdxX paspabomxu Hoevix npomokonos aevenus ETP-OJIJI uau
ONMUMU3AUUU YIICe CYUECMEYIOWUX CXeM XUMUOMEPANUL 3a cHem 8KAKYeHUs MapeemHbiX npenapamos (60pme3omub, pyKcorumuHuo,
6eHemoKkAakc). B nacmoswee epems npogedeHue mpaHcnAGHMAUUU 2eMONOIMUYECKUX CMBOA0BbIX KAEMOK [645emcs 0053amenbHoll
onyueii 6 aevenuu ETP-OJIJI. K o0num u3 nepcnekmuenuix mMemodos aeuenus (ocobenno npu peuuduse ETP-OJIJI) omnocumcs
CAR-T-knemounas mepanus (chimeric antigen receptor of T-cells). B cmamobe 0000uenbl 0anHble 0 OuazHOCmMuKe U mepanuu, a makice
ONUCaH KAUHUYecKull cayuail ycneuwnoeo aeverus nayuenmxu ¢ ETP-OJII.

Kmouesbie ciioBa: octpbiii mumooaacTHbli ieiiko3, ETP-OJIJI, netn, 1MarHoCcTyKa, JieyeHre, KIMHUYECKOe HabIoIeHIe

Jna murupoBanus: Kopkuna 10.C., Banues T.T., Kupruzos K.W., Bapdonomeea C.P. Octpbiit Jieiiko3 3 paHHUX T-KJIETOK-
TPENIIIECTBEHHUKOB. BOIPOCH JTMAarHOCTUKU, JIEUEHUsI, ONMCcaHWe COOCTBEHHOTO KIMHWYECKOTo HaOmoneHus. Poccuiickuii
JKypHaJI IETCKOI reMaTosoruu u oHkojoruu. 2022;9(4):107—13.
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Early T-cell precursor leukemia: questions of diagnosis, treatment and description of own clinical case

Yu.S. Korkina, T.T. Valiev, K.I. Kirgizov, S.R. Varfolomeeva
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Early T-cell precursor leukemia (early T-cell precursor, ETP-ALL) is a new subvariant of acute lymphoblastic leukemia (ALL). Tumor
blasts have a unique phenotype, including signs of both stem and myeloid cells. This fact significantly complicates differential diagnosis.
Cytogenetic and molecular biological features of cells in ETP-ALL are the most important diagnostic criteria. Nowadays the leading scientific
international groups of pediatric leukemia conduct researches to develop new treatment protocols for ETP-ALL or to optimize existing
chemotherapy regimens by including targeted drugs (bortezomib, ruxolitinib, venetoclax). Currently, hematopoietic stem cell transplantation
is a mandatory option in the treatment of ETP-ALL. Targeted drugs and CAR-T-cell (chimeric antigen receptor of T-cells) therapy are
the most perspective ways of posable treatment. In this article there are summarized data on diagnosis and therapy and a description of
a successful treatment of a patient with ETP-ALL.
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B 2016 . BcemupHoOii opraHusanneil 31paBooxpaHe-
HUS B KJaccUMUKALMU OIyX0Jieii KPOBETBOPHOM U JIUM-
¢doumHOI TKaHel JIeKo3 U3 paHHUX MpPeIlleCTBEeHHUKOB
T-xnerok (ETP — early T-cell precursor, ETP-OJIJI) 6611
BBIIEIEH KaK OTHEJbHBbIA monBapuaHT T-IuMHEHHOro
octporo naumgobaactHoro neiikosza (T-OJIJT). Yactora
BcrpedyaeMoctd ETP-OJIJI Bapoupyer ot 5 10 36 % Bcex
ciayuaeB T-OJIJI. CpenHuii Bo3pacTt 3a00J1€BIINX COCTaB-
asiet 12 net, cpeau manbuukoB ETP-OJIJI BcTtpeuaercs
CYILIECTBEHHO Yallle 110 CPAaBHEHUIO C JeBOYKAMU B COOT-
HomeHuu 4:1 [1]. PanHue T-kjeToyHbIe MpealIeCTBEH-
HUKU — 3TO JUMMOUIHBIE KJIETKU, PAaHO MUTPUPYIOILINE
U3 KOCTHOTO MO3ra B TUMYC M COXPaHSIIOIIME CIOCO0-
HOCTb Kak K T-JIMHEHHOM, TaK U K MMUEIOUAHON Iud-
¢epenuuponke. Cinydyau nuddepeHIMpOBKM B HaIlpaB-
neHun B-num@omnossa He omucaHbl, HO Y HEOOJbIIOTO
yucna nauueHToB ¢ ETP-OJIJI oTMeueHa Koskcnpeccus
B-KJ1€TOYHBIX MapKEPOB.

JIumpoobaactel ETP-OJIJI uMeroT yHuKanbHbIA UMMY-
HO(MEHOTUIT ¢ MpU3HAKaMM CTBOJIOBOM KJeTKU. g Hux
xapakTepHa akcrpeccust CD7, CD2 u CD3, a Takke map-
KepoB MuenouaHoi nuHuu, takux kak CD34, CDI117,
CD13, CDI1b, HLA-DR u CD65. Muenornepokcuaasa
otcyrcTByeT. Yame, yem nipu HeETP-OJIJI onpenensitor-
¢ anturedsl CD33 u CD123. OTcyTCcTBYEeT 3KCIpeccus
antureHoB CDla u CDS8. CD5 skcnpeccupyercsi peako
win ciiabo (ompenensieTcss MeHee 4eM B 75 % OGiiacTHBIX
keTok). M3-3a ocobeHHocteit neitko3oreHe3a ETP-OJIJT
BO3HMKAIOT CJIOXKHOCTHU B OMpeIeIeHUU JaHHO! HO30J10-
WU [PY MOMOIIY CTAHAAPTHBIX LIMTOJIOTUYECKUX U LIUTO-
XMMMYECKMX METOMOB, B CBSI3U C YEM IITUTOIEHETUUYECKUE
U MOJIEKYJISIDHO-OMOJIOTMYECKME JaHHbBIC SIBJISIOTCS
pewatomumMu st audepeHInanbHO  AUarHOCTUKU
[2, 3]. ¥ maumentoB ¢ ETP-OJIJI BcTpeuatoTcst mytanuu
EZH2, RAS v RUNXI, penko Habjiogaemble Mpu Ipy-
rux noasapuaHtax OJIJI. ITo cpaBHeHMIO CO CclaydyassMu
OJIJT u3 3penbix T-knerok, npu ETP-OJIJI otmeuaercs
OoJsiee BBICOKAsl YacTOoTa MYyTalMil CUTHAJIBHOTO ITyTU
FLT3, neneuuun NPM1I, myranuii, akTUBUPYIOIIUX T'eH
HOXA n cnusuue PICALM-MLLTIO0 [2]. B otiuyue ot
T-OJIJI, xapaktepusylolerocsl akTuBalueil M3MeHeHU it
BNOTCH 1, ETP-OJ1JI cBs13aH ¢ BOBHMKHOBEHUEM abeppa-
LM B TeHaX, KOAMPYIOLIUX PELIENITOPhI IUTOKUHOB U CUT-
HaJbHble MoOJieKyJbl RAS, a Takxke moiamkoMO-pernpec-
cUBHOro Komiuiekca 2 (polycomb repressive complex 2,
PRC2).

PRC2 coctout u3 ocHOBHBIX cyobenunul, EZH2,
EED u SUZI12. EZH2 gaBasercsa ¢depmeHTtom PRC2,
KaTaJu3upyloluM TpUMeTUIMpoBaHue rucroHa H3 mo
qmusuny 27 (H3K27me3) u nopaepKuBamIIUM IpoLiecc
MOJABJICHUSI BaXHEHIIMX TeHOB aUdPEepeHIIMPOBKU
reMorios3a. MyTtauuu B OfTHOMMEHHOM reHe EZH2, npu-
BOJSIIIME K HAPYIIIEHUIO padOThI BCEro (hepMEeHTaTUBHOTO
KOMILJIeKca, MepBOHAvYalbHO ObLIU UACHTU(MUIIUPOBAHBI
y TNAlUMEeHTOB C KJIOHAJIbHBIMM MMEJIOMIHBIMU 3JI0Ka-
YeCTBEHHBIMM HOBOOOpa3oBaHUSIMU. B jganbHeliiem
M3MEHEHUsSI CTPYKTYPHBIX COCTaBJISIIOIIMX KOMILIEKCa
PRC2 Obun BBISIBAEHBI ¢ BBICOKOM 4acTOTOM y Malu-
entoB ¢ ETP-OJIJI (16 % EZH2, 17 % SUZ12 u 13 %
EED) n namnoro pexe npu HeETP-OJIJI (5 % EZH?2
u 2—4 % SUZI12). deneuuss EZH2 vHaynupyer rurep-
metunupoBanue JHK B kierkax-mpeainecTBEeHHULIAX
THMYyCa U IOAABIISICT SKCIIPECCUI0 BaXKHBIX PETYJISITOPOB
nuddepeHuupoBku paHHux T-kieTok. Takum obpazoMm,
EZH2 3amuinaeT Kiro4yeBble TeHbl PETYJISILIUUA Pa3BUTUS
T-KJ1eTOK, OAIEPXKMBAET X TOTOBHOCTD K aKTUBALIUM Ha
nocaenytomux ¢azax muddepeHunposku. Hapyuienue
(byHKLIMU JaHHOTO (pepMeHTa MHUIIUUPYET JICMKO30reHe3
Ha 3Tane pa3BUTUS PAaHHMUX MPEIIIeCTBEHHUKOB T-KJie-
TOK [4, 5].

B 20 % cinyyaeB ETP-OJIJI oGHapyXuBaloTcsi MyTa-
uun dakropa tpaHckpunuuu RUNXI [5]. Ten RUNXI
KomupyeT ajibda-cyobeauHully ¢akTopa CBSI3bIBAHUS
aapa (CBFa) rerepogumepHoro akropa TpaHCKPUIILIUH,
KOTOpPBIN Yy4acTBYeT B HOpMasbHOU AuddepeHLIMpOBKe
CTBOJIOBBIX KPOBETBOPHBIX KJIETOK M O0JIagaeT OHKO-
CYIIPECCOPHBIMM CBOMCTBaMM. MyTalluM JaHHOIO TIeHa
MPUBOIAT K 00pa30BaHUI0 U (YHKIIMK aHOMaJIbHbIX OeJI-
KOB, YTO CITOCOOCTBYET OHKOTeHe3y [6].

IeHernyeckue abeppalluy, NPUBOASINME K Hapylle-
HUIO IIMTOKMHOBOIO pELENTOpa M CUTHAJILHOIO IyTU
RAS (NRAS, KRAS, FLT3, IL7R, JAK3, JAK1, SH2B3
u BRAF), npucyrctBytor B 67,2 % ciayyaes ETP-OJIJI
u Tosibko B 19 % npu HeETP-OJIJI. Hanpumep, ren IL7R
KoaupyeT anb@a-uens petentopa IL7R. laHHbIi peuentop
y4acTBYeT B JIMM(Poroa3e Ha paHHUX dTanax. M3meHeHus
B /L 7R ipyBOJST K YCUJICHHOM 3KCITPECCUU AaHTUATIONTOTH -
yeckux 0enkoB cemeiictBa BCL2. /laHHbIe MyTallMy TEHOB
U SMUTeHeTHYeCcKask MOIUMUKALIYS SIBJISIFOTCS OOLLIMM ITPU -
3HAKOM OCTPOI'0 MUEJIOMIHOTO JICiIK03a, HO MEHEe pacIpo-
ctpaHeHbl npu T- wau B-nmuneiinbix OJIJ [7, 8]. Ha puc. 1
MpeacTaBieHbl OCHOBHBIE 3Tanbl pa3Butus ETP-OJII [5].
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Puc. 1. Cxema namoeenesa ETP-OJII [ 5]
Fig. 1. The scheme of ETP-ALL pathogenesis [5]

Knuaunyeckas kaptuHa u Teuenue ETP-OJIJI anano-
ruyHbl apyruMm BapuaHTam OJIJI: jeiikouuTo3 (JIeiKo-
unthl MeHee 100 x 10°/1 B 26 % ciydaeB), HATMYUE OITy-
X0JIEBOTO 00pa3oBaHUs CpeaocTeHus (MpUOIM3UTEIBHO
B 25 % Hab1oneHuit), MopaXkeHue LeHTPaJbHOM HEPBHOM
cucteMbl (HHC) (B 12 %) [1]. YacTo otmeuaeTcst pedhpak-
TepHOE TeueHUe 3a00jIeBaHUs K IIPOBOAUMON XUMUOTE-
panuu (XT). [MauueHTs UMEIOT KpaiiHe BBICOKUI PUCK
pa3BuTus peuuauBa. IIpy AOCTMKEHMM IIOJIHOM MOp-
(hostornyeckoit peMUCCHM MOXET COXPaHSIThCS IIEPCH-
CTEHLIMSI MMHUMaNbHOM ocTtaTtouHo#t 60se3uu (MODB) Ha
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42-ii n 84-i1 nHu [2]. OTCyTCTBUE AeAeIMYA TaMMa-yJacTKa
ouatenbHoro T-kierouHoro perentopa (T-cell receptor,
TCR) Ha omyxoJeBbIX KJIETKaX KOPPEIUpYyeT C TUIOXUM
OTBETOM IIpU MpoBeAeHUU (da3bl uHAyKuuu [§—10].

Ha cerogusimiauii 1eHp ontuMaiabHas cxema X1 st
nauueHToB ¢ ETP-OJIJI He onpenenena. JledeHue mo
CTaHAAPTHBIM IIPOTOKOJIAM aCCOLMUPOBAHO C Hebjaro-
MPUSITHBIM IIPOrHO30M. B Tab1. 1 mpuBeaeHbI pe3y/ibTaThl
obmreit (OB) u 6eccoorTuitboit (bCB) BbhDKMBaeMocTu
s nauueHToB ¢ ETP-OJIJI u neETP-OJIJI nocne mpo-
BEJICHHOIO JIEYEHHUsI COIJIACHO IpOrpaMMaM pPa3IMYHbIX
HCCIIeI0BaTeIbCKUX Ipymi [9].

3a IociaeaHUe HECKOJIbKO MAECATUICTUI OTMeYaeTcs
3HAYUTEIbHBIN nporpecc B tedeHun kak OJIJI B menom,
TaK U OTAEJbHBIX IOABapUaHTOB, B ToM uncie ETP-OJIJI.
IIpoBeaeHMe alJIOTEHHOM TpaHCILIAHTALUKM TeMOI03-
TUYECKUX CTBOJOBBIX KieTok (amwto-TI'CK) B mepByio
PEMUCCHIO KOPPEIUPYeT ¢ 60Jiee BBICOKMMU ITOKA3aTeJIsi-
MM BbDKMBaeMOCTH. [1o pesyabrataM eIMHUYHBIX UCCIIE-
nmoBaHuii marmeHTsl ¢ ETP-OJIJI He mocturim craTuctu-
YeCcKU 3HaUMMOIi pa3HMIIbI B oKa3areassx BCB u OB no
cpaBHeHuIo ¢ nanueHtamu ¢ HeETP-OJIJI, HecMoTps Ha
TO, 4TO y HuX nepcucteHuuss MOB oTrMeuanach B Teue-
HHUe OoJiee IJIUTEIbHOrO BpeMEeHU OT Havajia gedeHus [1].
CiieoBatesibHO, IpeaBapUTe/IbHbIe JaHHbIC YKa3bIBalOT
Ha TO, YTO PUCK-adalTUPOBaHHAS Tepamys U BO3MOXHOE
nposenaeHue amio-TI'CK cyliecTBeHHO yIydiialoT Ipo-
rHo3 mareHToB ¢ ETP-OJLJL.

IIpu pa3BuTuM peuunuBa Wid pedpakTepHOM Tede-
Huu ETP-OJIJI mporHo3 craHoOBUTCSA KpaiiHe HeOJa-

Tadmua 1. Cpasnumenvhuie pezysvmamor mepanuu nayuernmos ¢ ETP-OJIJI u ne ETP-OJLI [9, 11—14]
Table 1. Comparative results of ETP-ALL and nonETP-ALL treatment [9, 11—14]

Crpana

IIpoTokoa
Protocol

Bospacr

Country Age

Jlo3a nurapaduna
Dose of cytarabine

OB, % BCB, %

0S, % EFS, %
ETP neETP ETP neETP
ETP nonETP)| ETP |nonETP

W: 75 mMr/m? 4-1HeBHBII 010K, 4 pasa

K: C =4 r/m? 1,4 kypc, CJ1 = 10 r/M? 3,6 Kypc
P: 75 mr/m? 4-HeBHBIN 6J10K, 4 pa3a
1: 75 mg/m? four-day block, 4 times = 20 2 [
C: TD =4 g/m? 1,4 courses, TD=10 g/m’ 3,6 courses

R: 75 mg/m? four-day block, 4 times

W: 300 mr/m? 3 iHs
P: 300 mr/m? 1 neHn

T11: 300 mr/m? Ha 3-i u 7-ii Henese
1: 300 mg/m? 3 days

R: 300 mg/m? 1 day
MT: 300 mg/m? at 3 and 7 weeks

WU: 2 r/m? 8 BBemeHMit

K: 75 mr/m? 15 BBeieHmit, 3 r/m> 4—6 BBeneHMI
1: 2g/m? 8 administrations 68 72 40
C: 75 mg/m? 15 administrations,

70,9

3 g/m? 4—6 administrations

W: 75 mMr/m? 4-mHeBHBII 010K, 4 pasa
K: 75 mr/m? 4-1HeBHBIN GJI0K, 2 pa3a, 2 r/M? 6 BBeIeHUI

62 %: 1-9 ner,
Uranua 38 %: > 10 ner
Italy AULEOIE 62 %: 1-9 years,
38 %: > 10 years
CIIOA
The USA
0,5—18,9 rona
SUCILA 0,5—18,9 years
SAnoHus TCCSG 1—18 et
Japan L99-15 1—18 years
Benuxo- 1-25 ner
oputanusi  UKALL2003 I —

Great Britain

P: 75 mMr/m? 4-nHeBHBII OJI0K, 2 pa3a
1: 75 mg/m? four-day block, 4 times 82 91 77 85
C: 75 mg/m? four-day block, 2 times,

2¢/m? 6 administrations
R: 75 mg/m? four-day block, 2 times
1 —
Tpumeuvanune. X — paza undyxyuu pemuccuu; K — gpaza koncorudayuu; P — ¢gpasza peundyiyuu pemuccuu; I1J] — noddepacusaiowas mepanus; CJ — cym-
Mapuas Kypcosas 003a; meouana Haba0enus yKasana npu oyeHke gviicusaemocmu om 2 do 10 nem.

Note. [ — induction of remission phase; C — consolidation phase; R — reinduction of remission phase; MT — maintenance therapy; TD — total dose; median

Sfollow-up survival from 2 to 10 years.
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TONPUSTHBIM, B CBSI3U C 4YeM HEOOXOAMMO IIPOBOIUTH
JaJbHEHIINE MOJIEKYISIPHO-OMOJIOTMYECKUE MCCIIeN0-
BaHUs JICHKO30TeHe3a M pa3pabaThiBaTh HOBBIC TapreT-
HbI€ MOAXOIbI B JieueHUU. B Tab. 2 npuBeaeHbl JaHHbIE
0 IMEPCIEeKTUBHbBIX JIEKAPCTBEHHBIX CPEICTBAX M METOIAX
Teparuu [8, 15, 16].

Benemoxaaxc

Beneroknakc mpencTtaBiseT Cco00W TepopalibHbIA
nHruouTop 6enkoB ceMeiictBa BCL-2 u ucnoab3yeTcs
y MALMEHTOB C XPOHUYECKUM JUMQOJIECUKO30M U IpU
HexomkKHcKuX Tumdomax. BCL-2 skcnpeccupyercs Ha
cragun DN1 panHux T-KJI€TOUHBIX MpealecTBEHHUKOB
(CD44*/CD25-/CD4~ u CDS8~). Bo3MOXHOCTb UCIIOJIb-
30BaHUs BeHeTokimakca mpu ETP-OJIJI 6buta mpogeMoH-
CTPUPOBaHA B MOJEIISIX KCEHOTPAHCIUIAHTATOB JICHKO3HbBIX
knetok ETP-OJIJI, monyyeHHBIX OT nalueHToB. B HacTo-
siiee BpeMsl BeleTcs UCCIedoBaHUE B3aMMOJICICTBUS
1 3PPEKTUBHOCTU MPUMEHEHUST KOMOMHAIIMM BEHETO-

Ta6muna 2. Hogvie npenapamot u memoodwt aeuenus nayuenmog ¢ ETP-OJL1
Table 2. New drugs and treatments for patients with ETP-ALL

®apmako-
JIorHYecKas
rpynna
Pharmacological

group

MexaHu3M JeiCTBHS
Mechanism of action

Has3spanue

Name
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KJlaKkca ¢ MeTOoTpekcatoM M LuTapadbuHom [2, 8]. Tlpm
MPOBEJACHNN KOMOMHMPOBAHHOIO JIEUEHMSI BEHETOKJIAK-
ca ¢ HaBUTOKJIAKCOM IIOKAa3aTesib IOCTVXKEHUS MOJHOM
KJIMHUKO-TeMaTOJIOTUYeCKOM peMuccuu coctaBui 38 %,
U3 HUX y 66,7 % nanueHToB otMedeH MOB-HeraTuBHBbIIA
cTaTyc.

Pykcoaumunuo

TunepaktuBanus nytu JAK/STAT uwacto BcTpeua-
ercst npu ETP-OJIJI. dapmakoioruueckoe neicTBHUE
PYKCOJUTUHMOA 3aK/II04YaeTCsl B MHIMOMPOBAHMU KakK
JAKI, tak m JAK2, 4TO mMO3BOJSIET MCIOJIb30BaTh
JaHHOE JIEKApCTBEHHOE CPEeACTBO B KauyeCTBE MOHO-
Tepanuu. B HacTosiliee BpeMsi IIPOBOAUTCS PaHIOMM-
3MPOBAaHHOE KOHTPOJIMPYEMOE MCCIIeAOBaHUE Cpeau
MallMeHTOB IETCKOro BO3pacTa ¢ BIIEPBbIC YCTAHOBJICH-
HbiM auarHo3om OJIJI, B Tom uucne T-OJIJI, monyua-
IOIIMX PYKCOJUTMHUO B COYETAaHUU CO CTAHAapTHOM
nporpammuoit XT [2, 8].

Muuienb
Target

Pexum Tepanun
Therapy method

TunepakTuBanus curHaibHoro nytu JAK/

&IKFM(WTODH Pykconmutunud  STAT (uacto Bctpeuaercst mpu ETP-OJLT)
JAK inhibitors Ruxolitinib Hyperactivation of the JAK/STAT signaling
pathway (often in ETP-ALL)
AnTu-CD33 lTemtysyma6  MoHOKIIOHaTbHOE aHTUTE 0 potuB CD33
Anti-CD33 030raMUIIMH (gacro akcnpeccupyercs npu ETP-OJLT)
Gemtuzumab Monoclonal antibody against CD33 (often
ozogamycin expressed in ETP-ALL)
MoHoKIJIOHaIbHOE aHTUTe0 rpoTuB CD38
Antu-CD38 Japatymymab  (uacto skcrnpeccupyercs npu ETP-OJLT)
Anti-CD38 Daratumumab Monoclonal antibody against CD38§ (often
expressed in ETP-ALL)
Onyxomb-crieliu(UIHbIC TUTOTOKCUIECKUE
T-kieTkr manmeHTa, MoaAnMUIIMPOBAHHbIE
UTSI PACTIO3HABAHUST PA3TMYHBIX AHTUTEHOB
CAR-T - kierok ETP-OJIJI nanpumep (CD7, CDS)
Tumor-specific cytotoxic patient’s T-cells
modified to recognize various antigens of
ETP-ALL cells, for example (CD7, CD5)
Tunometnnupyto-  euntabuH
1€ CPE/ICTBA AzalMTUINH Perynsiiust TpaHCKPUITIUHY TEHOB
Hypomethylating Decitabine Regulation of gene transcription
agents Azacitidine
WHrudurop
BCL-2
BCL-2 inhibitor
TMonasnenue BCL-2, KoTOpbIit yuacTByeT
Beneroxiakc B sieiiko3oreHese ETP-OJIJI
Venetoclax Suppression of BCL-2, which is involved in

Wurudurop FLT3 TunareputuHu6
FLT3 inhibitor Gilteritinib

ETP-ALL

Hapymaer nepenavy curHaia oT perentopa
FLT3, 4ro npuBOAUT K MHTMOMPOBAHUIO
nposrdepannu OMmyxXoaeBbIX OJaCTHBIX
KJIETOK
Disrupts signal transmission from FLT3
receptor, which leads to inhibition of the tumor
blast cells proliferation

CuUrHaJIbHbI MyTh
JAK
JAK signaling pathway

CD33

CD38

CD5, CD7

TunepmeTnIMpOBaH-
Hue JJHK, cBsizaHHOE
¢ mytauusiMmu PRC2
DNA hypermethylation
associated with PRC2
mutations

BCL-2

FLT3-1TD, FLT3-
D835Y, FLT3-1TD-
D835Y

MoHorteparnust
Monotherapy

MoHoTepanust
Monotherapy

MoHoTepanus Ui B KOMOMHALIMKU
C HeJlapaOuHOM
Monotherapy or in combination with
nelarabine

MoHoTepanust
Monotherapy

KomMmOuHMpoBaHHas Teparusi,
B TOM YHCJIE C BEHETOKJIAKCOM
Combination therapy, including with
venetoclax

MoHoTepanusi UM KOMOMHUPOBAH -
Hasl CO CTaHAAPTHBIMU MTPOTOKOJIAMU
XT OJIJI B coueTaHuM C TUIIOMETH -
JIUPYIOIIMMH TIpeTiapaTaMmu, 6opTe-
30MH1OOM, HABUTOKIIAKCOM
Monotherapy or combined with
standard ALL chemotherapy
protocols of ALL, in combination with
hypomethylating drugs, bortezomib,
navitoclax

MoHoTepanust
Monotherapy
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Temmy3ymab ozocamuuun

Okcnpeccust CD33 npu ETP-OJIJI BcTpeuaeTcs yanie,
yeM nipu HeETP-OJIJT (63 % u 17,9 % cOOTBETCTBEHHO).
Hcnonb3oBaHue KoHbIOraTa, HaieneHHoro Ha CD33
(remMTy3ymMab 030TaMUIIVH), TIPUBOAUT K YCUJIEHUIO arloIl-
TO3a 1 TMOEIN OITyXO0JIEBOM KJIETKH [2].

Japamymymaod

JapaTtymyma0 npeacTaBiisieT coO00ii MOHOKJIOHAJIbHOE
anturesno Kk CD38. Bo3aMoxHo npuMeHeHUe mperapara
npu peuunuBax ETP-OJIJI, B ToM umcie mocnie ajio-
TI'CK, c¢ pocTkeHHeM KIMHUKO-TeMaTOoJOrn4ecKoi
pemuccun 1 MOB-HeratuBHoro craryca [8].

Jeuumabun

Haunbiii nperapatr gsiusercs JHK-memernnupyro-
1M areHTOM, KOTOpBIii BoccTaHaBiIuMBaeT auddepeH-
upoBKy kierok npu ETP-OJIJI [3]. Ero nmpumeHeHMe
BO3MOXHO TMpHU Je4eHUU cliyyaeB ¢ MyTauumein PRC2
KaK B KOMOMHAIIMK CO CTaHOAPTHBIMU cxemMaMu X1, Tak
U ¢ BeHeTOKIaKcoM. OH MOXeT OBITh MCITOJIb30BaH IPU
peumnnrBe 3a00IeBaHMS WU pepakKTePHOM TeUCHUH IS
JOCTVDKEHUSI  KJIMHUKO-TeMATOJOTUYECKOM PEMUCCUU
n MOB-HeratuBHoTO CcTaTyca [2, 8].

Kiannnyeckoe HaJonenne

Iayuenmxa K., 2 200a, c duaenozom «ETP-OJLI, dene-
yus 3-xkonya eena ETV6, I[HC cmamyc I» naxodunrace Ha
AedeHuu 6 omaoeaeHuy 0emcKoll OHK0A02UU U 2eMamoaoeUU
(xumuomepanus eemobaacmosos) Ne 1 HHUHU demckoii
onxonoeuu u eemamonoeuu DPIBY «HMUI] ownkosoeuu
um. H.H. Baoxuna» Munzdpasa Poccuu.

Anamnes xcusnu nayuenmru 6e3 ocobennocmeii. Pazeu-
6a14Cb CO2AACHO 803DACMHbBIM HOPMAM, HACAEOCIMBEHHOCHb
He omseowena. M3 anamunesa 3a601e6anus u3eecmHo, 4mo
manugpecmauus OJIJI npouzouina 6 urone 2021 e. Y nayu-
EeHMKU OMMeHanuch c1abocms, NOBbIULEHUE MeMnepamypbl
mena 0o eOpuUrbHbIX 3HAUeHUll 0e3 MmeHOeHyUU K yayquie-
HUI Ha hoHe npogoouUMoil aHMUOAKMEePUANbHOL mepanuu.
[lpu 6vinoanenuu obuweco ananuza Kpogu omme4eHo HAAU-
yue OAACMHbIX KAEMOK 6 nepugepuveckoil Kposu, 6 ces3u
¢ uem ObLAU NPOBede bl UUMOoA02UYeCKUE, UMMYHOA02UHeCKUe
u eenemuueckue uccaedoanus Kocmuozo moseda. Coenacro
OaHHbIM MUEA02PaAMMbL NYHKMam Obld UHOUALMPUPOBAH
OnNacmHbIMU  KAemKaMU ¢ MOpghoao2uvecKumu Yepmamu
AuUMeboudHoil dughgpepeHyUposKU, a maKice 6U3YaANU3UPOBA-
aucy muenobaacmol, cocmasasiougue 2,0 %, yumoxumuye-
CKUe Xapakmepucmuky He n0o360A5AAU UCKAOYUMb HAAUYUe
2 neliKkemMu4ecKux AUHUL: MUeAOUOHOl U Aum@obaacmHoll
(muenonepokcudaza, cyoan (aunudet) ¢ 6—7 % 6aacmoe
8 eude N0KAAbHO pACNON0JCEHHbIX epaHya, PAS (eauko-
2eH) 6 eQUHUYHBIX OAACMHbIX KAemKax 6 duggyzHom euoe,
Hecneyuguueckas acmepasza ompuyamensuas). HmmyHo-
gerHomunupogarue 61aCMHbIX KAEMOK BblsI8UAO ONYX0AEBYI0
nonyasayuro, Hecywyio geromun CD5S*CD7*CDI11b*CD33*
CD34°CD45"HLA-DR*cytCD3*.  IloayueHnvle  OauHble
noseoaunu duaenocmuposame OJIJI T-1I eapuanm (ETP).
Onyxonesas nonyaayus XapaKmepuzogaiacs Kapuomunom
46,XX,del(7q),del(12p) [3]; npu uccredosanuu memodom
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@ayopecyenmuoii eudbpudusauuu in situ (FISH) o6vira oona-
pyaucena deneyusi 3'-xonua eena ETV6. Ilepecmpoiiku eena
TLX3 ne evisisaenst. Jannvix 3a nopaxcenue IIHC nonyueno
He 0bL10.

Tpunumas 6o eHuMaHue pe3yabmamol GblienepesucieH-
HbIX UCCAe008AHUIL, NO MECTY JCUMEAbCMEa Obla YCIMAH08-
aen duaenoz ETP-O/LI. C 14.07.2021 no 03.08.2021 npo-
sodunace noauxumuomepanus (IIXT) 6 pamkax npomokoaa
ALL-MB-2015. Ha 15-ii denv mepanuu npu uccaedoganuu
NYHKMAama KOoCmHo20 mo3ea ommeuaics oaacmosz 90 %,
8 653U ¢ Yem OblI0 HAYAmo AeveHue no NPOMoKoAY nPomu-
sopeyudusnoit mepanuu OJIJI. Ilocae 3a6epuenus oaoka F1
09.08.2021 nayuenmka 6vira eocnumanusuposana 6 HHHU
0emcKoil OHKOA02UU U 2eMAMOA0UU 8 UeASX 0000cAe008aHUS
u onpedenerus 0arbHeliulell mepanesmu4ecKoll maKmuxu.

Ilpu nocmynaenuu ommeuanracsy eenamocnieHomeanus
(newenv +3 cm, cenezenka +2 cm uz-nod Kpas pebepHoil
dyeu), cmomamum I—II cmenenu. Cocmosinue nayueHmxu
0bL10 cpedHell majcecmu, memnepamypa meaa 6 npedeiax
HOpManbHbIX 3HaueHull. KodcHble NOKpogbl po3ogbie, Hucmble.
Jlumgpadenonamuu ue 6vi10. Ilo pezyssmamam KoOCMHOMO3-
20601 NYHKUUU coxpausics oaacmos 24 %. Jlukeopoepamma
ocmasanace 06e3 NPUHAKO8 ACUKeMUYECK020 NOPANCeHUs
Ha npomsceHuu 6ceeo aeueHus. Illpunumas 6o eHuMa-
Hue 6uonoeuveckue ocobenHocmu ETP-OJIJI u evicokyro
pesucmeHmuHocms Kk cmanoapmusim  npomokosam  OJLJT
¢ nocaedyrouyeil 603moxcHocmoro mparcgopmayuu ¢ OMJI,
ObLA0 peueHo nposooUms Mepanur 6 PAMKAx NpomoKo-
aa AML-BFM 2004, 6aoxk HAM. Ilocae 1-e0 kypca HAM
(yumapabun 3 2/m?, mumokcanmpon 10 me/m?), nposeden-
Hoeo ¢ 17.08.2021 no 20.08.2021, yposens MOB cocmagasin
0,05 % (no danuvim npomouroi yumogayopumempuu). /s
docmuxcenus MODb-necamuenoco cmamyca KoaAne2UANbHO
0bL10 nPUHAMO peuterue o nposedeHuu 6aoka HR3 npomoko-
aa ALL IC-BFM 2009 (0o3za yumapabuna 2 2/m?) 6e3 dekca-
MemasoHa u oHKacnapa, max KaxK y nauueHmxu Omme4ancs
Xopowiuii omeem Ha Mepanuio Yyumapaouu-cooepiucauumu
cxemamu. 21.09.2021—25.09.2021 6bi1 nposeden 610k HR3.
Tlocne newenus no daHHbIM KOHMPOALHOU KOCMHOMO320801
nyukyuu om 12.10.2021 6 muenoepamme 6aacmot menee 5 %,
MOB — 0,004 % (neeamuenviii cmamyc).

Yuumuieas docmuicenue noauol KAUHUKO-2eMAamono-
2UUECKOU U UMMYHOA0UHECKOU peMUccUU nocie 2-20 Kypca
IIXT, 6bi10 npunsmo peuteHue 0 npoeedeHUU cAe0VIueeo
Kypca HAM c nocaedyrouweii oyenkoii cmamyca umMmyHO0A0-
2UUECKOU U MONCKYAAPHOU PeMUCCUU 051 8bINOAHEHUS AA10-
TICK. Tax kak cubaune nayuenmrku 0Ka3ancs HenoAHOCMbIO
cogmecmumbimM 0OHOPOM, OanbHelwas MmaKmuka edeHus
npeononaeanaeansoudenmuunyro TICKomomua. Ilocae 3-eo
kypca IIXT (15.10.2021—18.10.2021) coxpansincas MOB-ne-
eamueHblll cmamyc. Ileped mpaucnaanmayueii nepuge-
PUYECKUX 2eMONOIMUHECKUX CMB0A08bIX KACMOK 6 Ueasx
CHUDICEHUSL PUCKA PA36UMUS PeaKUUU «MPaHCHAAHMAM Npo-
mug xozauna» (PTIIX) 6vi1a npogedena TCRof5/CD 19-0e-
naeyus. Kombunayus mpeocysvgpan 42 o/m? (09.12.2021—
13.12.2021), meagpanan 140 me/m? (12.12.2021) u ¢ayda-
pabun 90 me/m? (09.12.2021—13.12.2021) ucnoavzosasacsy
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6 Kauecmee pejcuma KOHOUUuoHuposauus. Takoce 0as
npedynpexcoenuss  paseumusi  evipaxcernoil PTIIX 3a
cymku do arno-TICK nayuenmke nposedeHo 6gedeHue
pumykcumadba 100 me/cym (13.12.2021), moyuauzymaba
100 me/cym (13.12.2021) u abamauenma 200 me/cym
(13.12.2021). 14.12.2021 ewinoanena anno-TICK om
eanaoudenmuunoeo dowopa TCRof CDI19*. Knemounocmo
mpancnaanmama cocmasuna 7,7 % 10°/ke no CD34-krem-
Kam.

CocmosiHue nayueHmKu nocae mpaHcniaHmayuu coxpa-
HSA0Ch MANCENbIM, KAUHUYECKU cTNAOUAbHbIM. OCA0)CHEeHUS
nocie mepanuu nposeASAUCy, 6 8ude MpeocyabharHo8oll
mokcukodepmuu Il cmenenu, opogapuneeanrbHoco MyKo-
suma | cmeneHu, HelMponeHUuecKkoeo0 IHMeEPKOAUMA
Il cmenenu, @ebpuavroil HeillmponeHuu U KUuueyHOU
gopmot PTIIX I cmenenu. Boavnas noayuara aHmubak-
MEPUANbHYI,  NPOMUBOBUDYCHYIO,  NPOMUBOSPUOK0BYIO
mepanuro, Hyxicoarace 6 MmMparHc@y3uoHHoU noodepicke
KOMNOHEHMAMU Kposu, makice eii nposoodusacs npogu-
AAKMUKA 6eHOOKKAKIUOHHOU 00Ae3HU NedeHU U AeyeHue
8 yensx kynuposauus PTIIX. [Ipoeodumbie meponpusmus
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ObLAU IPeKMUBHBIMU, PA3BUBULUECS OCAOICHEHUS KYNUPO-
eamnvl. B meuenue 13 mec nocae anno-TICK om eannouden-
Mu4H020 OOHOPA NAYUEHMKA HAX00UMCs 8 UMMYHOA02UYe-
CKOU pemuccul.

BoiBoan1

Takum o6pazom, ETP-OJIJI octaercst Maiou3ydyeHHO
Ho3oJiorueit. boibloe KoauuecTBO cliydaeB 3aboJie-
BaHUsI OTJIMYaercs pedpakTepHbIM TeUYEHUEM, a I10Cie
3aBEPILIEHUSI TEpaluMy YacTO BO3HUKAIOT DPELIMIMBBI.
K coxaneHuio, Ha CErOmHSIIHUI ACHb HE CYIIECTBYET
ontuManbHOi cxembl JiedeHusi ETP-OJIJI. Mwuposoii
OIBIT U MPEACTABICHHBII KIMHUYECKUIA IIPUMED O3B0~
JISTIOT PEKOMEHI0BATh TEPAIIKIO 110 OJIOKOBOI IIPOrpaMMme,
OCHOBAHHOI Ha BBICOKOIO3HOM ILIUTapaOMHE C MOCIeIy-
ommm TipoBeneHneM amno-TI'CK. Bo3moxHo, B Onu-
JKaieM OymayIeM MOsIBSTCS IIPOrpaMMbl, BKITIOUAOIIME
TapreTHble IIpenaparbl (BEHETOKJIAKC, PYKCOJIUTUHUO,
0opTe3oMuO, JapaTymMymMad) B COYETAaHUHU C BBICOKOMO3-
Hoii XT M KJIETOYHBIMU TEXHOJOTMSIMHU, YTO MOBBICUT
addekTuBHOCTh NeueHuss ETP-OJIJI [17—20].
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Knunuyeckuit cnyvaii: annoreHHan TpaHcnnaHTaumsa remono3TM4ecKux
CTBOJIOBbIX KNEToK npu aHemuu MaHKoHn B feb6rote pedhpakTepHoi
aHeMuu ¢ n36bITKOM 6nacToB
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Clinical case: allogeneic transplantation of hematopoietic stem cells for Fanconi anemia in the onset of refractory
anemia with excess blasts

M.E. Prokofiev', I.0O. Kostareva', K.A. Sergeenko?, N.G. Stepanyan’, N.V. Sidorova’, K.I. Kirgizov'

!N.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115478, Russia;
2Russian Medical Academy of Continuous Professional Education, Ministry of Health of Russia; Bld. 1, 2/1 Barrikadnaya St., Moscow,
125993, Russia; >N.I. Pirogov Russian National Research Medical University, Ministry of Health of Russia; 1 Ostrovityanova, Moscow,
117997, Russia

Fanconi anemia (AF) is a hereditary genetic disease characterized by developmental abnormalities, progressive bone marrow failure,
hypersensitivity to alkylating agents, and a tendency to hematological and solid tumors throughout life. The only curative option in the
treatment of bone marrow failure in patients with AF is allogeneic hematopoietic stem cell transplantation (allo- HSCT). There are no detailed
descriptions of allo-HSCT in patients with AF in the Russian-language literature. On the example of a clinical case with AF at the onset of
myelodysplastic syndrome, a choose of method for treating bone marrow failure is presented.

Key words: Fanconi anemia, hematopoietic stem cell transplantation, allogeneic transplantation, hematology, refractory anemia with
excess blasts
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BBenenue

Anemusg ®ankonn (AD) — BpoKICHHOE HACICACTBEH-
Hoe 3abojieBaHME, XapaKTepu3ylolleecss aHOMaJusMU
pPa3BUTUSI, TPOTPECCUPYIOIIEHt KOCTHOMO3TOBOI HEI0CTa-
TOYHOCTBIO, KJIETOUHOM 4yBCTBUTEJIBHOCTHIO K aJIKMJIU-
PYIOIIMM areHTaM M IMOBBIIIEHHOM CKIIOHHOCTBIO K TeMa-
TOJIOTMYECKUM U COJIMIHBIM OITyXOJISIM B TeUEHME KU3HU
[1]. Cpemuwuii Bo3pact nebiota 3aboyieBaHus — 7,6 rona
[2]. B peakux ciydasix HEAOCTaTOYHOCTh KOCTHOTO MO3ra
MOXET MPOSIBIISIThCS B MJIaZICHYECTBE M PAHHEM JIETCKOM
Bo3pacTte. BerpeuaemocTs coctapisier 1:100 000 yenoBek.
CooTHollIeHUE MY>KUYMH U KeHuH — 1,2:1 [3].

B nonynsuusx esBpees-amkeHasu (FANCC, BRCA2),
ceBepHbIX eBporneiileB (FANCC), adppukanueB (FANCA),
adpoamepukaHiieB K ory ot Caxapsl u xkurteneit Kopeu
(FANCG), ucnianckux upbirad (FANCA) yacToTa HOCUTEIb-
cTBareHa coctabiseT He MeHee ueM 1:100 [3]. B CeBepHoii
Awmepuxke 1:181, M3pawne 1:93 [3]. PacnpocTpaHeHHOCTh
A®D B Poccuiickoit @enepauny He n3ydeHa [4].

ITo xapakrepy HacienoBaHuss AD MOXeT repeaaBaTh-
cs o ayrocoMHo-peneccuBHomy Tuiy (BRCA1, BRCA2,
PALB2, BRIP1 u RAD51C); ayrocOMHO-IOMUHAHTHOMY
tuny (RADS51); nnu remusurotHomy tumny (FANCB) —
X-cuermenHast AD [2, 5].

A®D sBiIsIeTCS OTHOM M3 CAMBIX YaCTBIX TEHETUIECKUX
MPUYMH Pa3BUTHS 3JI0KAY€CTBEHHBIX HOBOOOpa30BaHUI
KpoBu [2]. Puck pas3BuTus J100bIX TeéMaTOJOTMYECKUX
aHoManuii coctapiser 1o 90 % k Bospacty 40 net. TpaHc-
TUIAaHTALMs TeMOIO3TUYECKUX CTBOJIOBBIX Ki1eToK (TT'CK)
Ha CErOAHSIIHUN JeHb SIBISIETCS METOIOM BbIOOpA
B JieueHUN 60sibHBIX AD. OHa obGecIieYnBaeT BOCCTAHOB-
JIECHME HOPMAaJIbBHOTO TeMOII033a MPHU HETOCTAaTOYHOCTH
KOCTHOT'O MO3Ta WM KJIOHAJIbHOM TeHeTUYECKOM aHOMa-
Juu. EBponeiickoe 006111ecTBO TpaHCIUIAHTAIIUKA KOCTHOTO

mo3sra (EBMT) coob6iaer o 90 % BbIKMBaeMOCTH IeTeid
¢ AD niociie amtorenHoit TI'CK (amno-TI'CK) B 3aBHcH-
MOCTH OT THIa goHopa [6]. 3a mepuon ¢ 2000 mo 2009 .
ob11as BepkMBaeMocTh (OB) 60abHBIX AD ¢ KOCTHOMO3-
TOBOM HEOCTATOUHOCTBIO Yepe3 5 JIeT Iocie TpaHCIUIaH-
Tauu coctaBmia 78 % oT poaCTBEHHOTro noHopa u 65 %
JUISI HEPOJCTBEHHOTO JIoHOpa [6]. PaKkTOphl, BIUSIOIINE
Ha pe3yJIbTaT, BKJII0YAIOT: BO3pacT Ha MOMEHT TPaHCIUIaH-
TalWu, JOCTYITHOCTh COBMECTUMBIX CHMOJIMHIOB, CTEIIEHb
COBMECTHMOCTH JIOHOPA U PEIUITMEeHTa, UCIIOJIb30BaH1e
¢aymapabuHa B pexkrMe KOHIUILIMOHUPOBaHMS [6].

B perpocniekTMBHOM aHaiM3e, OIYOJIMKOBAHHOM
B 2008 r. B xypHaine Bone Marrow Transplantation
M. Ayas et al., coobiaercst o mpoBeAeHHbIX auio-TICK
10 maumeHTaM ¢ AD 1 nMpu3HaKaMK AMCILIA3MU KOCTHOTO
moara [7]. 1o naHHBIM aHanIM3a, y BceX OOJIbHBIX HAOM01a-
JIOCh BOCCTaHOBJIEHIE HOPMAJTbHOTO FeMOII033a ITOCJIE aJIJI0-
TT'CK, cpenHee BpeMsT IPYKUABIICHUSI COCTAaBWIIO 16 IHEN,
0e3 perucTpaly OTTOPXKEHUST TPaHCILIAHTaTa B ITO3IHUE
cpoku [7]. R. Mitchell et al. BcBoeM peTpOCIIEKTMBHOM aHa-
JIM3e Omucad TpaHCIIAaHTALIMM TeMOITOSTUYECKUX KJIETOK
23 manueHTaMm, BbInojHeHHbIe ¢ 1988 o 2011 . mpu ocTpoM
JISKO3e M TIPOTPECCUPYIOIIEM MMEIOAUCILIACTHYECKOM
cuaapome (MIAC) npu AD ¢ OB 38 %, HenpukuBIeHNE
ObLIO 3a(PMKCUPOBAHO TOJBKO Y 1 OOJBLHOTO MO MpUYMHE
CTOMKOTO 3JI0KauyeCTBEHHOro 3aboyeBanus [8]. B 2016 r.
M. Ayas et al. B Journal of Clinical Oncology 6611 nipeicTaB-
JieH aHaym3 nanueHToB ¢ AD, MJIC, ocTpbIM MHETO0JIaCcT-
HbIM Jietiko3oM (OMJI) 1 TOABKO C LIMTOTeHETUYECKUMMU
aHOMaJusIMU, KOTOpbIM Obula mpoBeneHa ajuio-TICK.
BblL10 MOKa3aHo, YTO MOI0A0M Bo3pacT 1 otcyTcTBUe MJIC
OIpenesiioT 6osee 6JaronpusTHhIN MporHo3s [9].

ITo nanneiM EBMT, npu aHanu3e naHHbIX 795 naliueH-
ToB ¢ AD, ntepenecux TTCK B iepuon ¢ 1972 mo 2010 .,

Knuunyeckue Habnwopenus // Clinical cases




Knuunyeckue Habnwopenus // Clinical cases

@ POCCUIACKNIA XXYPHAT

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

n3 Kotopbix 58 Obum ¢ auarHozoM MJIC unu OMII,
HauboJsiee IPUOPUTETHBIM O0KAa3aJICsl IOJTHOCThIO COBME-
CTUMBII poacTBeHHBIN moHop [10]. Poccuiickuii ombIT
MPOBENCHUST YCIEIIHOM TpaHCIUIAHTALMKU IIPOAEMOH-
crpupoBaH crneunaaucramu PAIKBb 1 HMUL ATOU um.
Jmutpusa PoraueBa mpu TpoBeleHUM TpaHCIUIAaHTaLUWU
nauueHTam ¢ AD, rae B 2 HaOIIOAEHUSIX TPUCYTCTBOBAIA
npu3Haky BropuuHoro MJIC. Pe3ynbraThl ncciie1oBaHUsS
IOKa3aJii BOCCTAHOBJIEHUE HOPMAJIbHOI'O KPOBETBOPEHMS
y Bceil KOropThl 00abHBIX [11]. MBI XOTUM MIpeaCTaBUTH
nonpobHoe onucanue npouenypsl auto-TT'CK mauneHty
¢ A® B ne6rore MAC B HUM 10Oul”’ HMUII onkonorun
nMm. H.H. Broxuna.

Onucanue KJIMHAYECKOTO CIydasi

Hayuenm X., 5 aem, myxucckoeo noaa, ¢ ducanroba-
MU Ha caabocms, 20408HYIO 0604b, 004b 6 2opae, nodsem
memnepamypot 0o 40 °C nocmynun ¢ HMHUI] onxonoeuu
um. H H. Broxuna ¢ nodo3penuem Ha ocmpolil neiikos. H3
AHAMHe3a JCU3HU U38eCMHO, pebeHOK om 4-il bepemeHHO-
cmu, 4-x podos nymem SKCMpeHHO20 Kecapeea ceyeHusi Ha
30—34-i1 Hedene. Poc u pazeusancs 6 coomeemcmauu 603pa-
cmy, HAcAe0CMEeHHOCb HO OHKOAOUHECKUM 3A001€8AHUAM
He omseowera. Iloaudaxmunaus npaeoit pyxu. Iloayuan
CUMNMOMAMUYECKYI0 U AHMUOAKIMEPUANbHYI0 Mepanur —
oe3 aghpekma. B eemoepamme anemus do 35 e/n, mpomoboyu-
monenus. Ilpu nposedenuu cneyuguueckoeo ucciedosanus
ybedumenvHbIX 0aHHBIX 3a 3a001e8aHUe NOAYYEHO He 0blio,
pebeHoK HanpaeaeH 0 OUHAMUHECK020 HabAOeHUs No
mecmy ycumenscmea. IIpodonsicen dunamuueckuii KOHMpoab
30 NOKA3AMeAAMU 2eMOPAMMbL.

Ilpu dunamuueckom HabGAHOOEHUU COXPAHANACH AHEMUS.
111 cmenenu — eemoenobun do 70—80 &/n, mpomboyumone-
Husi 0o 49 moeic/mKa, aeiikonenus do 2 moic/mka. C amoeo
speMeHU pebeHKy Nnpogooumcst 3amMecmumenHas 2eMoKoM-
noHeHmHas mepanus. B meuenuu mecsaya 3abonesanue npo-
2peccuposano — NOSBUAUCH HcAa00bl Ha 00bIUKY, OCUNAOCDb
eonoca, nogvluleHue memnepamypsl 00 eopunbHbIX UUp.
B noauxaunuxe no mecmy dcumenbcmea 66edeH dekcame-
mason 6 eo3pacmuoll dosuposke. [lo pezyavmamam mueno-
epammol 8 urone 2021 e. nynkmam 6eden Mmeeakapuouumami,
onacmos 17 %, Makpo- u me30popmuvl ¢ 8bICOKUM U YMe-
DEHHbIM  SI0ePHO-UUMONAAZMAMUYECKUM — COOMHOUWEHUEM,
OKpYeAbiMU A0pamu, YMEPeHHOU 8bipadceHHol bazogunueil
YUmonaasmol, @ eOUHUYHbIX OAACMAX HESCHAS 3ePHUCOCTb.
Koauuecmeo aumgpoyumoe ygeauueno — 56 %, epanyno-
yumapnviii pocmok pedyyuposarn 00 9 %, 3pumpoudnolii
cyacen — 13 %, meeaxapuouumovr (MIKIL]) — edunuunoie.
Ommeuaromess  s6aeHuss  mpexpocmkogoil  oucnaazuu. Ilpu
UMMYHOUUMOMAYOPUMEMPUHECKOM  UCCAC008AHUU  KOCMHO20
M032a — OAGCMHbIe KACMKU XApaKmepusyromes IKcnpeccuell
mapkepos  Kaemok-npedulecmeennukos CD34, CDI117, Ha
yacmu kaemoxk — TdT, obwemuenroudnvix mapkepoe CDI3,
CD33 — wacmw 6aacmoe npedcmasneHa 3pumpouUcHsIMU npedide-
cmeenHuxamu CD36*CD71*. Muenonepokcudaza HeeamugHa.

B pesyavmame  yumoeeHemuueckoeo UCCAe008AHUS
8bI5161€H KAOH C KOMHACKCHWIMU NEPecmpoiKamu, 6 mom
yucae ¢ deneyuelil 7q. Tecmuposanue Ha 10MKOCHb XPOMOCOM
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¢ dusnokcubymanom (DEB) — noaoxucumenvroe. Boinoaneno
MOAeKYAApHO-eeHemut4eckoe uccaedosanue memooom NGS
(NextSeq, Illlumina) — evia61eH panee OnucaHHblil 6apu-
anm HyKaeomuodHoil nocaedosamensHocmu 6 41-m 3x30mne
eeHa FANCA (Chrl6: 898505583-89805584, c.41244125del)
8 20MO3UCOMHOM COCIMOSHUU, NPUBOOAUWULL K COBUSY PAMKU
cuumoieanus 6 noaoxcenuu 1375 (p.Thri375SerfsTer49,
ENST00000389301.8). Ilonyaauuonnas uwacmoma Heu3s-
secmHua. B mexcdynapoonvix bazax 0aHHbIX 8apuarnm onucau
Kak namoeeHHuiil. IIposeden ceepecayuoHHblil aHaIU3 HA
Haauyue y podcmeeHHUK08 nepsoco poocmea eena FANCA.

Takum obpazom, Ha OCHOBAHUU NPOGEOCHHBIX UCCAEI0-
BAHUIl YCMAHOGACH OKOHYamenvHolii ouaenos: AD. MJIC
¢ MHOJCeCmeeHHoU Oucnaasueil, pepakmepHas aHemus
¢ uzbvimrom 6aacmos, del(7)(q22-q36).

Yuumvieas naruuue npusnakos muenonposugepamug-
H020 3a001€6aHUs, NO JNCUSHEHHbIM NOKA3AHUSIM C UIOHS
2021 . nposedero 3 Kypca anueeHemu4eckol mepanuu.: 0eyu-
maoun 10 me/m?/cym 1—10-i onu, azayumudun 75 me/m?
1-5-it Onu. Ilo OannbiM Muenoepammosl nocie OKOHUAHUS
mepanuu oaacmol — 5 %, yeeauueHo KoAuHecmeo Aumgpouyu-
moé — 00 54 %, epaHya0uumapHuiii pOCMoK CHUMCeH — 00
24 %, ommeuaromes seaeHuss 08YXpoCmKO80U OUCHAAZUU.
MTKI[ — edunuunsie. Ilpu ummyHoyumogayopumempu-
yeckoil duazHocmuke Oaacmuele KAemKu Nnpeocmag-
AEHbl 8 OCHOBHOM MUEAOUOHBIMU NpedulecmeeHHUKAMU
CDI3*CD117°CD34.

Ilpunumas 60 eHumaHue OaHHble MeNHCOYHAPOOHBIX
uccaedosanull, eOUHCMEEHHbIM CNOCcoOOM AeueHUs Koc-
MHOMO0320801i HedOCMamouHoCmu  A645emcsi  nposedeHue
anno-TICK. Hcmounukom eemonosmuueckux CmMeE0A08bIX
kaemok (ICK) 0bin HemaHunyauposaHHulil KOCMHbLIL MO32
om HLA-udenmuuynoeo podcmeennoeo Odoropa (cecmpbl).
Ilposederno KkoHOuyuoHuposaunue 6 cocmase: 06ycynrbghau
4 me/ke, payoapadun 150 me/m?, yumapabun 500 me/m> +
anmumumovuumapHulii enobyaun 90 me/ke. Ilpogurakmu-
Ka peakuuu <mpaucnaaumam npomus xozaura» (PTIIX):
pumykcuma6 100 me, yukaocnopun A 2 me/ke/cym, memo-
mpekcam 5 me/m*/cym na +1, +3, +6-it onu. Koauuecmeo
adpocodepucawux Kaemok (MNC), ucnoav3oeanuwix 045
mpaucnaanmayuu, cocmasuno 6,69 x 10°/ke maccol mena
nayuenma, ICK CD34" — 6,16 x 10°/xe maccor meaa nayu-
enma. Boccmanoeaenue no aetixoyumapHomy u mpomooyu-
mapHomy pocmky 3aguxcuposano Ha +21-e cymku nocae
TICK. Ocnoorcnenusi 8 paHHem nOCMMPAHCHAAHMAUUOHHOM
nepuode 02PAHUMUAUCL OPOPAPUHECANbHBIM  MYKOZUMOM
1 cmenenu. Pebenok 6eco nocmmpaHcnAGHMAYUOHHDLL
nepuod ocmasancs agebpuieH.

B pamkax +30-x cymox nocae TICK nposedena koc-
MHOMO03208a51 NYHKUUS — HYHKMam cpeoHeKAemoUHtblil,
noaumopuutii, baacmusie kaemku — 3,6 %, 3pumpoudnolii
pocmok coxpanen. MTKI] — & docmamounom Koauuecmeae.
JloHOpCKULl Xumepusm COXPaHSACS CMEULaHHbIM: 00uuil —
6,5 % cobcmeennvix kaemok, no aunuu CD3* — 19,5 % coo-
cmeennbix kaemok, no aunuu CD34 — 11,0 % cobcmeernnbix
Kaemok. Pesyasmam yumoeenemuuecko2o uccae0o8anus —
kapuomun 46,XX. Ilpu cmandapmmnom uccaedosanuu memo-
dom ¢hnyopecyenmuoii eubpuduzayuu in situ (FISH) npu
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nodcueme 300 sidep deneyus 7q ob6Hapyxucena 6 10 a0pax kae-
mok. Ilpu obcaedosanuu na +60-e cymku nocae arno-TICK
COXPAHACMCS PeMUCCUSI NO OHKOA02UYeCKOMY 3a001e8aHUI0,
noxkazamenu eemoepammyl 6 npederax Hopmol. Ilo dannvim
Uccaedo8anus KOCMHO20 M032a COXPAHAEMCS CMEUAHHDLI
xapakmep donopckoeo xumepusma: CD3* — 51,7 % cobcmeen-
Hoix knemok, CD34* — 31,7 % cobcmeenHbix Kaemok, Xume-
pusm oowuii — 18,7 % coocmeennvix knemok. Ilpu npoederuu
yumoeeHemuteckoeo uccaedosanus memooom FISH deseuyus
7q He obHapyxcena npu nodcueme Ha 500 s0ep Kaemok.
Yuumuieas ydoenemeopumenvHvie noxazamenu mueno-
2PAMMMDYL U 2eMOSPAMMDbL, OMCYMCMEUe NPUSHAKO8 KOCMHO-
M0320801 HEAOCMAMOUHOCIMU U MYMAHMHO20 KAOHA, NPUHSL-
mo peuierue 0 npoodoadceHUU OUHAMUHECK020 HAOAI00eHUs.

OO0cyxaeHune

B HacTosiiee BpeMst oqHUM U3 Haubonee apdekTrB-
HeIX MeTonoB JyiedeHuss MIC npu A® ocraercd ajuio-
TI'CK. M3BecTHO, 4TO MPU Pa3BUTUU KOCTHOMO3TOBOI
HEIOCTaTOUHOCTU U TpaHC()Y3MOHHON 3aBUCUMOCTU
40—45 % nauvenToB ¢ MJIC yMHpaloT OT OCIOXHEHUI
uToneHun (MHGEKIMU WU KPOBOU3IUSIHUSA) 03 pas-
Butus nerikemuu [12]. Ilpu npoBeseHun cTaHIAPTHOTO
LIMTOTEHETMYECKOTO MCCIIEMOBAHMS B ClIydae malreHTa X.
ObLIa BBISIBJICHA ACJICIHs 7q, YTO COOTBETCTBYET TUIOXOMY
MMPOTHO3Y TpPHU OIleHKe Mo MeXIyHapoaHOU IPOTHO-
ctnyeckoi GamibHOM cucteMe (International Prognostic
Scoring System, IPSS) pnss M/IC u siBnsieTcsl moKa3zaHueM
st npoBeaeHus anino-TI'CK. TTpumeHeHue azaunTuan-
Ha B KaueCcTBe IUTOPeAYKLIMK yBearuyuBaeT OB y 601bHBIX
MJIC. YuuTbiBasi MpOSIBIEHUST IUTOIIEHUU B COBOKYITHO-
cTU ¢ GPeHOTUNNYECKUMU IMPU3HAKAMU IU33MOproreHe3a
y mauMeHTa X., B Lelsgx nuddepeHumnanbHOR 1ruarHoc-
TUKM OBUIO TIPOBEACHO MOJICKYISIPHO-TEHETUUECKOe
HCClIeI0BaHNEe U OOHapyXeHa TeHOMHasl TT0CjIeIoBaTe b-
HocTb FANCA, 94TO COOTBETCTBYET KPUTEPHUIO IMOCTAHOB-
kn guarHoza AD. JIuddepeHUHaNTbHYIO IUATHOCTUKY
COCTOSIHUIA, CXOAHBIX ¢ AD, IIPOBOASAT C PSIOM JAPYTUX
CUHAPOMOB KOCTHOMO3TOBOI HemocTtaroyHocTu. Ilpu
cpaBHeHMHU ¢ aHeMuel Jlalimonnma—bnexkdena ornnuus
HaOJI0Ial0TCs B MapliMaJbHOM aruia3uy KpacHOTO pOCTKa
KpoBeTBOpeHus [13]. U3 oTIMUUTEIbHBIX OCOOEHHOCTEM
oT OonbHbIX cuHapomoM IlIBaxmana—/laiimoHma —
BHEIITHECEKPETOPHAsl HeIOCTAaTOUHOCTh IOIKETYI0YHOM
Xenesbl B KOMOMHaLMU ¢ nuroneHuein [14]. Cunapom
DBaHCa XapaKTepU3yeTCsl XPOHMYECKUM TeMaTOJIOTrhye-
CKMM 3a00JIeBaHMEM ayTOMMMYHHOM TPUPOIBI, MPOSIB-
JISTIOIIUMCST TPOMOOLIUTOTIEHUYECKOM TypIypoii, MHOTAA
MMMYHHOM HeliTponieHueit [14, 15].

VY nauneHToB ¢ AD oTMedYeHbI BHICOKAsi TOKCUYHOCTh
HukinodocdamMuaa, OTCYTCTBUE MONL3bI (DPAKIIMOHUPO-
BaHUSI CYMMAapHOM M03bI TaMMa-00IyIeHUs U aHOMaJlb-
Has TSLKeCTb ocTpoii u xpoHudeckoit PTTIX [11]. Camoii
CJIOXKHOW NUJIEMMOM SBJISIETCA TPAHCIUIAHTALIUS TIalu-
eHToB ¢ A® B cramuu TpaHchopmauuu B MIAC/OMII,
Yy KOTOPBIX HU3KOUTEHCUHCHUBHBIC PEXUMBI, TOCTATOY-
HbIE I YCIICIIHON TpaHCIIAHTAIlMK I10 MOBOMAY aruia-
CTMYECKOM aHeMMH, He 00JIagaloT 3HAUMMBIM aHTUJICiH -
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KemMuueckuMm addekToM. PexkxuM KOHIUIIMOHUPOBAHUS
IUIST TAKMX OOJIBHBIX JOJIKEH ITPEIOTBPaIlaTh OTTOPKEHUE
TpaHCIUJIaHTaTa, OrpaHUYMBATh PAHHIOK U MO3IHIO TOK-
cUYHOCTh U MuHUMM3UpoBath puck PTIIX. ITocne mosis-
JIeHus B cxeMax (hirynapaduHa KapaIuHaJIbHO TTOMEHSIACh
TaKTUKa IPOBEACHMST TpaHCIUIAHTAUU OOJbHBIM AD.
Onupasich Ha 3TU AaHHBIC, B MpeITpaHCIUIAHTALIMOH-
HOe KOHIUIIMOHMPOBAaHMUE Yy MalMeHTa X. ObUT BKIIIOUCH
daynapabuH M HU3KUE H03bl AJKWIMPYIOIINX areHTOB
IUIST JOCTMDKEHUSI ONTUMAJIbBHOTO MUEJI0- U MMMYyHOa01a-
TuBHOTrO 3ddekra. CrenyomnM BakKHbIM MOMEHTOM
B OTHOLIEHMM YCIICIIHOCTM IIPOBEIEHMSI TpaHCILIaHTa-
LIMK SIBJISIETCSl BOIPOC BbIOOpa moHopa. [IpuBieyeHue
CEpOHETaTUBHOIO IO IIMTOMETaJIOBUPYCHON WMHMEKIIUN
JMOHOpa, Bo3pacT mauueHTa Oosnee 10 neT M Haauyue
JIUTUTEILHOTO TpaHC(Y3MOHHOIO aHaMHe3a OKa3bIBaeT
HeraTMBHOE BIIMSIHME Ha WCXOJ TpaHCIUtaHTauuu [14].
B uengx mogoopa noHopa rpoBeneHo HLA-tunuposaHue
POICTBEHHUKOB 1-ii JIMHUM POACTBA U CerperalioOHHbIN
aHaJIi3 Ha TpeAMET HOCUTEIbCTBAa MyTaluu B reHe FANCA.
ITo pe3ynbraram obOciaegoBaHMS ObUT BEIOPAH MTOJTHOCTHIO
COBMECTUMBIII CUOJUHT (cecTpa) C OTCYTCTBUEM MyTa-
uuu B reHe FANCA. TlpuHumast BO BHUMaHME BBICOKHE
pucku pa3sutust PTIIX, BaxkHOe 3HaueHUE UMeeT BEIOOD
CXeMbl HMMMYHOCYIIPECCUBHOM Tepamuu. YJUTbIBast
COBMECTMMOCTb BHIOPAaHHOTO JOHOPA ISl JTaHHOTO Talu-
€HTa, B KayecTBe 0a3MCHOIl MMMYHOCYIIPECCUU BbIOpaH
LIUKJIOCTIOPUH A ¢ BBEACHMEM MaJbIX 103 METOTpeKcaTa
B paHHEM ITOCTTPAHCIUIAHTALIMOHHOM TIepuoae. DTa cxe-
Ma TIoKaszaja cBoio 3¢G(GEeKTUBHOCTb B BUAE OTCYTCTBUS
npuszHakoB PTIIX Bmiots mo 90-x cyrok mocie TI'CK.
IMaunentam ¢ A® mnociae TI'CK TpebyeTcst minTeabHOe
peryysipHoe HaOJIIoJeHUE B CBSI3U C PUCKOM OTIAJEHHBIX
HeOnaronpusaTHBIX 3¢ @eKToB (IT031HEee OTTOPXKEHUE,
xponnveckass PTIIX, pa3Butue paka 00JIaCTU TOJOBBHI
M 1Ieu), B OCOOEHHOCTU OOJbHBIM C BBIPAXKEHHBIMU
OCJIOXKHEHMSIMU B DPaHHEM IIOCTTPaHCIUIAHTALIMOHHOM
TepuoJe.

BoiBoanl

AD — BpoxIeHHOe 3aboJieBaHUE, XapaKTepU3y-
IOLIEeCs] BPOXIEHHBIMKA TMOPOKAMU PAa3BUTUS, IIPO-
TPECCUPYIOLIE KOCTHOMO3IOBOM HENOCTATOYHOCTHIO,
MPEAPACIIONOXEHHOCThIO K PA3BUTUIO 3JI0KAYECTBEHHBIX
HoBooOpa3oBaHuii. Ha maHHBINE MOMEHT paguKaJlbHOTO
METO/Ia JIEUEHHUSI HE CYIIECTBYIOT, HO MOXHO IOBJIUSIThb
Ha KOCTHOMO3TOBYIO HEIOCTaTOYHOCTDH MO0 KOoraa pas-
BuBaetrcss MJIC/OMIJI. Ha coBpemeHHOM 3Tarie ajisi Kop-
PEKIIMU KOCTHOMO3TOBOM HEAOCTATOYHOCTU MPUMEHSIOT
nposeaeHue amio-TI'CK. boabHble mocne nmpoBeAeHHOM
TPAHCIUIAHTALMM HYXJIAIOTCS B JaJIbHEMIIEM TLIATEb-
HOM HaOJIIOIEHUU Ha TPEAMET BbISIBJIECHUS BTOPUYHBIX
3JI0KaYECTBEHHBIX 3a00JIEBaHUII COJMIHOIO XapakTepa
n xponunueckoit PTTIX, ocraommxcss OCHOBHBIMM TPU-
YUHAMM CMEpPTU Y JAHHON KOTOpTHl MallMeHTOB. MBI
HaZeeMCsI, UTO U3JI0XKEHHBINM KIIMHUYECKU ciiydaii OyaeT
MPUHSAT U1 HAKOILJIEHWS OIbITA IO JEYEHUI0 OOJbHBIX
C JaHHOW MAaTOJIOTUEN.
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CekpeTapb MEPONPUATHSL — HAVYHbII COMPYOHUK, 8DAU-0eMCKUL OHK0102 0eMCK020 OHKON02UMECK020 OMOeNeHUsl XUPYPeU1eCKUX Memooog
Aevenus: ¢ nposedenuem xumuomepanuu Ne 2 (onyxoneii mopaxoaboomunanstoi aoxanuzayuu) HHUH demcioii onkonoeuu u eemamonocuu
OI'BY «HMHUI] onxonoeuu um. H.H. broxuna» Munzdpasa Poccuu, omeemcmeennuiii cekpemaps HOJTO lapux bapucosuu Cazcosin.

NHudbanTtunsHbie (MnaneHyeckue) reManruomsl (UIN) —
caMasl yactasi JoOpOKaueCTBeHHasi COCYIMCTast OIyXOJib
JIeTeil TIepBOro roja >XW3HM, B OCHOBE KOTOPOM JIEKUT
aHOMaJibHasl TIpoJudepalysi SHIOTEIUATbHbBIX KIETOK
MO/ IeiCTBUEM OCHOBHBIX TTPOAHTHOTeHHBIX (DaKTOPOB:
daxropa pocrta sHaorenus: cocynos (VEGF) u ¢gakropa
pocra ¢udpodaacroB (FGF). Haubosee ObicTphIii pocT

WT HabmonaeTcs B BO3pacTe MEPBBIX TPEX MECSILEB XKU3-
HU pebeHka. HecMotpst Ha criocooHocTh MT' K MenyieH-
HOI CITIOHTaHHOI MHBOJIOLMH, Pa3pellieHue MaToJIornye-
CKOTO TIpOliecca MOXKET ObITh HETIOJIHBIM, OCTaBJISIOIIIM
pe3uayanbHble aehopMaluu, CIIOCOOHBIE OKa3bIBaTh
HeraTUBHOE BIMSTHUE Ha JajbHelllee pa3BUTHE pedeHKa

[1].
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Okono 12 % WI TpebOyloT CUCTEMHOI Teparuu.
Koncynpraums crienMalucra B IEpBbIA MeCsl KU3HU
pebeHKa TO3BOJUT CBOCBPEMEHHO BBISIBJISITH ITOTEHIIV-
anbHO onacHble WMI, nMmerolue BEICOKUI PUCK PAa3BUTHS
OCJIOXKHEHUI, C TIOCeaYIoInUM (popMUpOBaHEM (PYHK-
IIMOHAJBHBIX M 3CTeTUYeCKUX nedekToB. CylecTByeT
OIpeneIeHHOe «OKHO BO3MOXHOCTE» — MEePUOJ BpeMe-
HU, B TeYCHHE KOTOPOIO MOXKET ObITh JOCTUTHYT OITH-
MaJIbHbBIN pe3ynbrar B teuenuu UT [2].

CoBeT 2KCIepPTOB ObLI OTKPHIT €Tr0 IMpeacenaresieM —
C.P. BapdponomeeBoii.

B xone 3acemaHust ObUT MpeACTaBICH OMBIT JCUCHUS
nauueHToB ¢ UI' B Beaylmx poccuiickux emepaibHbIX
U PETHUOHAIBHBIX MEIMIIMHCKUX IieHTpax. OcBeleHb
OCHOBHBIE TIOIXOBI K BBIOOPY TAKTUKHY BEACHUS MAlIMECH-
TOB B 3aBUCUMOCTU OT popmbl UT, nmerommxcs ociox-
HEHMI M JOCTUTHYTOTO OTBETa Ha IIPEIIIEeCTBYIOIIYIO
TepaIruio.

0. A. TTonsaesbim, H.IT. Kotnykosoii, T.C. benbliieBoit
MOIYEPKHYTO, YTO IIPU HAJIMYMU ITOKA3AHUI K CUCTEMHOM
Tepanuu VI ¢ BBICOKMM PUCKOM OCJIOKHEHUM TTpeaInoy-
TUTEJbHBIM METOIOM JICUCHUS SIBJISIETCSI CBOCBPEMEHHOE
Ha3HaYeHME 3aperucTprupoBaHHoro B Poccun nmepopaiib-
HOTO pacTBOpa HECeJeKTUBHOTO OeTa-aapeHobimoKaTopa
MpoIpaHoioia. B HeKOTOpPBIX ciydasx Il JeUeHUs oya-
TOBBIX M/WJIM TOBEPXHOCTHBIX YT MoXKeT OBITh peKOMEH-
JIoBaHO MecTHOe npuMeHeHue 0,5 % pacTBopa TUMOJI0Ja
(3apeructprpoBaHHOe roka3zaHue 1js gedyeHus T orcyr-
CTBYET) — HECEJIEKTUBHOro OeTa-agpeHoOJoKaTopa —
B BUJIe anmuiMKanuii. Hanmydimmii oTBeT mpoaeMoHCTpU-
poBau ToHKUe moBepxHocTHhie T (TonmmHoi < 1 MM)
10 CPAaBHEHMIO CO CMEIIAHHBIMM WIM TJIYOOKMMHU MOpa-
XKeHusaMu. s KOoppeKUMU OCTaTOYHBIX sBiaeHuit UT
IocJie €¢ MHBOJIIOIMY TOKa3aHO MPUMEHEHUE XUPYpPri-
YECKOTO U/ JIa3epHOTro JeueHus. B oTnenpHbIX ciryya-
SIX UHBA3UBHBIC METOIBI TEPAIIMU MOTYT BBITIOTHSITHCS IO
IMOKa3aHUSIM U paHbIIIE.

CornacHO BBIBOAAM HEIABHEIrO pPOCCHUIICKOro ap-
MaKO2KOHOMUYECKOI0  aHajau3a  1IeJIeCO00pa3HOCTU
MMPUMEHEHUsT JIEKAPCTBEHHOro mperapara IeMaHrnoia®
(TTpompaHoOJI0JI, PaCTBOP IS IIpUeMa BHYTPh) MPH Jieue-
Huu nponudepupytomeii WI, TpeOyrolieil cucTeMHOM
Tepanuy, IPUMEHEHME TAaHHOIO IIperapaTra SIBIsSeTCs
JNOMWHUPYIOIIEN MEIUIMHCKONM TEXHOJIOTUEH B CpaBHE-
HUU C UCIOJIb30BaHUEM XUPYPTUUECKON TAKTHUKM Jieue-
HUs. AOCONIOTHAsI pa3HMIIa TokaszaTeneil 3heKTUBHO-
CTU TepaIUM MPOIIPAHOJIOIOM U XUPYPTUUECKUX METOIOB
JleyeHus coctanisieT 39 % B MoJib3y MPOIIPAHOJIONA, Ybe
MMPUMEHEHUE IT03BOJISIET IOBBICUTH BEPOSITHOCTH M3JIe-
yeHus ¢ 57 n1o 94 %, 4yT0 MUHUMU3UPYET MOTPEOHOCTD
B BbICOKO3aTPaTHOM MEIULIMHCKOW TTOMOILIY [T JICUEHUS
TakKMX IManyeHToB. [IpruMeHeHne mponpaHoIoja M03BO-
JISIET JOCTUYD M3JIEYEHUS TOIOJHUTEIBHO 68,4 % 00Jb-
HBIX B CPaBHEHMHU C XUPYypruyeckumu metomamu. I[lpu
5TOM HCIOJIb30BaHUE MIPOIPaHOJI0Ia TPeOyeT MEHBIIIETO
o0beMa 3aTpaT, YeM MPUMEHEHUE XUPYPTUIECKUX METO-
noB tedeHust Ha 31,7 %, i Ha 56 486,07 py6., Ha 1 maiu-
eHTa. Mcxoms U3 BBIIIECKAa3aHHOTO, MOXHO 3aKJIIOUUT,
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YTO WUCIIOJIb30BaHME IIperiapaTa IPOIPaHOJION B JeKap-
CTBEHHOI1 (hopMe pacTBOpa [UIs IIpYeMa BHYTPb JJIsI Jiee-
HUS TIallMeHTOB ¢ Tpoaudepupyoomieii U, tpedyromeit
CUCTEMHOM Tepanuu, GapMaKo3IKOHOMUUECKH LIe1eC000-
pa3HoO U 0OOOCHOBAHO. DTO MO3BOJIUT 3HAYMMO MTOBBICUTH
3(OEKTUBHOCTDL Tepalu U CHU3UTh aCCOLIMMPOBAHHbBIE
C Hell U3AePKKU CUCTeMBI 3IpaBooxpaHeHus [3].

Pemrennem komuccum Munsapasa Poccuu o ¢op-
MMPOBAaHMIO IIEPEUHEeil JIeKapCTBEHHBIX IIPernapaToB s
MEIUILIMHCKOTO MpuMeHeHus oT 27.04.2022 nexapcTBeH-
Hblii mpentapat MHH: mponipaHoion, pacTBop misl mpueMa
BHYTPb, 3,75 MI/MJI 0100pEH /Il BKJIIOUCHUS B IIEPeUYEHb
SKU3HEHHO HEOOXOAMMBIX U BaXKHEMIINX JIEKApCTBEHHBIX
npernapatoB (ZKHBJITT) ¢ 2023 r. BxiroyeHue gaHHOTO
npernapata B niepedyeHb ZKHBJIIT pacimpsieT BO3MOXHO-
CTH JICUEHUS TMallMeHTOB (IETU MEPBLIX TPeX JIET XXKU3HU,
a TakoKe JIeTU U3 MHOTOJIETHBIX CeMel B Bo3pacTe 10 6 JieT)
B paMKax perMOHaJbHOIO JIbIOTHOTO O0eCIieYeH s CyOb-
extoB Poccuiickoit @eaepanyu (P®D), a Takke I1aHOBOM
BBIMMCKM M Ha3HAYeHUs JIEKAPCTBEHHBIX IIperapaTroB
B YCJIOBUSIX OKa3aHMS CHELUATU3MPOBAHHON MEIULIMH-
CKOM TTOMOIIIH.

B cBoem pokmage B.K. ®ensieBa pacckasana, 4TO
KJIMHUYECKUEe peKoMeHmanuu 1o jgedeHuio MI y gereit
B Poccum HaxomsgTca Ha paccMOTpeHMM B MMHMCTEp-
cTBe 3apaBooxpaHeHuss P®. CrnenyoommM IaroMm Inia-
Hupyetcst co3nanue CraHaapTa MEIULIMHCKON ITOMOIIU
«Iemanrnoma wH(paHTUIbHAs», KOTOPBLI pa3padaThi-
BaeTCsd Ha OCHOBE KJIMHMYECKUX DPEKOMEHAAIlWii, OI0-
OpEeHHBIX 1 YTBEPXKIEHHBIX B COOTBETCTBUU CO CTaTheit 37
®enepanbHoro 3akoHa ot 21 Hosiops 2011 ©. Ne 323-D3
«O0 ocHOBax OXpaHbI 3M0POBbs I'paxaaH B Poccuiickoii
denepanyin», B IOPSIAKE, yCTAHOBJICHHOM YIIOJTHOMOYEH-
HBIM (beaiepalbHBIM OPTaHOM MCIIOJIHUTEIbHOM BIACTH.

M.H. 3axapoBa B cBoeM HoKJjale TpeacTaBuia pas-
paboOTaHHBI eOWHBINA ob0ledeaepaTbHbIl  MEXaHU3M
MapLIpyTU3aLKUU, KOOPAUHALIMN 1 COITPOBOXKICHMS IE€Tei
¢ UT nHa Bcex 3Tamax oKa3aHUSI MEIUIIMHCKOM ITOMOIIU
C CUCTeMOII MOHUTOPUHTA.

A.B. 3yeB B cBoeM JoOKjaje MPOIEMOHCTPUPOBAI
pacueT Tapuda KIMHMKO-cTaTucTuueckux rpymmn (KCT)
B ctaimoHape B 2022 1. (1 mpoekTte Ha 2023 1.) Ha mpuMepe
UT' (MKB DI18.0), orMeTun BaXKHOCTb MEXIUCIIMUILIN-
HApHOTro IOIX0Ja B MCIOJb30BaHMM M ILIAHMPOBAHUU
00beMoB MeauiHcKoi momoty no KCI st07.001 «/deT-
CKasl KapAUOJIOTUsI».

Bo BTOpoOIi yactu 3aceganus Bce ydacTHuku CoBeTa
9KCIIEPTOB BBICKA3aJIM CBOM MHEHMS U IIPEIIOKEHHUS 110
JaJbHEUIMM IaraM M TepCHeKTMBaM B IUArHOCTHKE
u neuenun UT' B Poccun.

Bbuiu mostydeHbl ciienyolnre peKOMeH Al K:

1. B cBs3M ¢ paszHooOpasneM COCYAMCTBIX I1aTO-
JIOTUIi BaXKHbI CBOEBPEMEHHAsl PaHHsISI M IIpaBUJIbHAsI
nunarHoctuka MT (B Bo3pacte 1 Mecsiiia) U KOHCYJIbTALMS
crieManucTa, 3anumaronierocs neyeHueM MI, kotopole
IO3BOJIIT CBOEBPEMEHHO BBISIBUThH IMOTEHLIMAIBHO OIlAC-
Heie IT" u pekoMeHa0BaTh paHHEe BMEIIaTeIbCTBO U/ WU
HaIlpaBJIeHUE Ha JICYCHUE.
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2. WI' — mexaucuuruiMHapHasi npoodjema, KOTO-
past TpedyeT Kpocc-(GyHKIIMOHAIBHOTIO B3aMOIEeHCTBUS
pa3HBIX CHELIUATUCTOB (MeAUATPOB, HETCKMX XHUPYPIOB,
JMETCKUX KapAWOJOTOB, NETCKUX OHKOJIOTOB, HETCKUX
YEJTFOCTHO-JIMIIEBbIE XUPYPIOB) IS HEYIYIIEHUSI «OKHa
BO3MOXHOCTEIi», B TeYeHHE KOTOPOrO MOXET OBbITh
JIOCTUTHYT OITUMAJIbHBINA pe3yabTaT B JedyeHun WI
M BBICTpOEHA 4YeTKasi MapiupyTusanus nauueHToB ¢ UT
B 3aBUCMMOCTH OT BO3MOXHOCTEI pernoHa P®d.

3.  CucreMHas Tepanusl IepopajbHBIM PacTBOPOM
MPOIIPaHOJIoJa, HayaTasi CBOeBPEMEHHO, B OOJIBIIIMHCTBE
ciydaeB y mauneHToB ¢ MI' ¢ BEICOKMM PUCKOM OCJIOXK-
HEHU TeMOHCTPUPYET BHICOKYIO 3((HEKTUBHOCTh U Oe3-
OITaCHOCTb.

4. B xauvecTBe IepBOM JUHUU CUCTEMHOI Tepa-
muun NI pexomeHmyeTcsl TiepopajibHasl Tepamnusl pac-
TBOpOM TipompaHojona. [Ipu OTCYTCTBMU COIYTCTBY-
omux marojoruii  (Hampumep, cuHapoma PHACE)
pacTBOpP MPOIPaHOJIO0JIA IJIs MpYeMa BHYTpbh Ha3HavYaeTCs
B HauaJbHOM 103¢ 1 MI/KT/CYT U B TepalieBTUUECKOI 103¢
3 MI/CyT, a B Cllydyae pa3BUTHUsI HeXKeJaTeIbHbBIX peaKIInii
11032 MOXET ObITb CHUXKEHA.

5. Jlas KOppeKLMM OCTaTOUHBbIX MposBieHuin UT
IoCcJie CUCTEMHON Teparmmy MOXKeT TIPUMEHSIThCS XUPYP-
TUYEeCKOe 1/WIU Ja3epHoe jeueHue. B oTmenbHBIX ciy-
YasiX MHBAa3MBHbBIE METOMBI JICUCHUSI MOTYT IIPUMEHSITHCS
B paHHEM JIETCKOM BO3pacTe.

6. [Jna 7nedeHUs TNOBEPXHOCTHBIX, TOHKuX MTI
MOXET MPUMEHSThbCs MecTHast Tepanus 0,5 % pacTBopa
TUMOJIOJIAa — HECEJIEKTUBHOIO OeTa-anpeHo0I0KaTopa —
B BUIE allIUIMKALWN W/WIA JIa3epHash Tepamnusi UMITyJIb-
CHBIM JIa3¢pOM Ha KpacuTelie.

7. B COOTBETCTBMM C METOAUYECKUMMHU PEKOMEH-
JMAlUsSIMU IO CIToco0aM OIIaThl MEAUIIMHCKONW MTOMOIIIN
Bce KCI' pacmpeneneHsl 1o mpodWIsIM MEIUIIMHCKOM
ITOMOIIIU, TIPU 3TOM YacTh AMAarHO30B, YCTaHABIMBAEMBbIX

JI.M.H., BeoylIMii Hay4YHBbI COTPYAHUK HaydHO-KOHCYJbTaTuBHOro otraeneHuss HUUM nerckoit
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MIpU pa3IUYHBIX 3a00JIeBaHUSX, MOTYT MCIIOJIb30BaThCS
B CMEXHBIX TPOMUISAX, a YacTh SIBJISIIOTCS YHUBEPCAIb-
HBIMU IS MX TMPUMEHEHUS B HECKOJBKMX MPOMUIISX.
B nacrosmmit MomeHT Tepanuss MIT oTHocUTCS K mpo-
dumo «Jerckas kapauosorus». IIpoduns He sBIAsIETCS
OIPENEIISIONINM [UISI TOCIUTAIM3allUM B KOHKPETHOE
OTIeJICHNE MEIUITMHCKON OpraHu3allnu.

8. Jlns cBoeBpeMEHHOI0 M Ka4eCTBEHHOTO JICUeHUST
neteii ¢ T B ycioBusX cTalioHapa J0JKeH YIUThIBAThCS
JMOCTAaTOYHBIN 00BEM MEIUIIMHCKOM TTOMOIIY Ha KaXKIbIi
TUTAHOBBIN TIepUO. JII000H MPODUIBHON MEIUIIMHCKOMN
OpraHu3ald, BXOMMAIIECH B TMepeuyeHb MEIMIIMHCKUX
opraHusauuii cyobekra P®, okaspIBaOIIMX CTAllMOHAp-
HYIO MEIUIIMHCKYIO TIOMOIIlb, B pa3pe3e ypoBHel okasza-
HUS MEIULIMHCKOM ITOMOIIM B paMKax TEPPUTOPUATbHON
nporpamMbel OMC ¢ y4eToM permoHajibHOI 3aboJjieBae-
moctu VI 1 oxXXumaeMbIX cirydyaeB roCIUTaIU3alliY Tl -
eHtoB ¢ kogoM MKB D18.0. Tocniutanu3zamus u oruiata
Teparuu NPOU3BOIATCS HE3aBUCUMO OT TeParieBTUUECKO-
ro MpoduIsl, K KOTOPOMY OTHECEHA JaHHAsI IaTOJIOTHS.

9. Tlocne yTBepXImeHHUS KIMHUYECKUX PEKOMEH-
manuii «[emanruoma mHMaHTUILHAS» TpeOyeTcs co3aa-
Hue CraHmapTa MEAUILIMHCKOW IToMolnM «lemMaHrmoma
nHGaHTWIbHAsI» ¢ BKJIIOUEHUEM YCPETHEHHBIX ITOKa3aTe-
JIell 9aCTOTHI TIPEIOCTABICHUS U KPAaTHOCTU MPUMEHEHMUS
MUaTHOCTUYECKMX U JIeYeOHBIX Mepompusituii. OKa3aTb
conmeiicTBMEe OpraHaMm yYIpaBJICHMSI 3IpaBOOXpaHEHUEM
cyopekToB P®D ¢ 2023 . 0 HEOOXOAMMOCTH CBOEBPEMEH -
HOTO BKJIIOUEHMSI B TIEPEYHU PETMOHAIBHOTO JIEKapCTBEH -
HOro oO0ecIeueHHUsI TepOopaJbHOrO pacTBOpa HeceseK-
TUBHOIO OeTa-aapeHoO0JoKaTopa IIPOIIpaHOJIoIa ITOCe
BKJIIOYeHUs ero B riepeueHb 2KHBJITT.

10. Onyb6aukoBaTh pe3omonuio 3acemaHusi CoBeTa
9KCIepToB B «PoccuiickoM XXypHajie JeTCKOM reMarToJio-
TUU U OHKOJIOTHUM».

Pesosmionust mpuHsTa €IMHOTIACHO.

T.C. benblieBa

onkosioru u rematosorn ®I'BY «<HMMUII oukonorun um. H.H. broxuna» Munsapasa Poccuun

J.m.H., ipodeccop, mmpekrop HWU U nerckoit onkonorunuremaronoruu ®I'bY «HM UL onkonorun

nMm. H.H. bnoxuna» Munznpasa Poccun

J.M.H., mpodeccop, 3acaykeHHbI Bpau PP, 3aBenyroias Kadenpoit menuatpuu

C.P. Baposnomeesa
/

W.H. 3axaposa

nm. akana. [LH. Cnepanckoro ®I'bOY 10 PMAHITO Munsnpasa Poccun,

JI.M.H., npodeccop, npodeccop Kaheapbl FOCIUTATIbHOM NMeauaTpuu UMeHU akageMuka B.A. Tabo-

H.TI. KotnykoBa

smuHa PHUMY um. H.U. [Tuporosa, pykoBoauTenb LleHTpa KoMIIeTeHLIMI 10 JICUEHUIO MJIaicHUe-

ckux remanruoM JAI'Kb um. 3.A. bauusesoii JI3M

J.M.H., mipodeccop, 3aBemylolnii OTAeNeHUEeM PEHTITCHOXUPYPIMIECKUX METONOB IMAarHOCTUKU

10.A. INonsieB

u nedeHust Poccuniickoit netckoit kimmandeckoit 6omsHuisl @TAOY BO PHUMY um. H.U. Tuporosa

Mun3zapasa Poccun
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POCCUICKOE OBLLECTBO
AETCKNX OHKONOr0B 1 TEMATONOI0B

Oomepoccuiickas odmecTBeHHas opranuszaius «POJ10OIN
Tenedon: +7 (968) 3969096
DnekTpoHHBIH anpec: rodog2020@yandex.ru

MuHHCTEPCTBO 31PaBOOXPaHEHHS
Poccuiickoii Penepanum

Pe3omouus Il o6vepaunennoro Kourpecca HOAro v POA0
«AKTyanbHble Npo6nemMbl U NepcneKTUBbl Pa3BUTUA AETCKOI OHKONOru
u remaronoruun B Poccuiickoit ®epepauun — 2022

24—26 Hos1i6pst 2022 . B Mockse coctostics 111 06b-
enuHeHHbIn Konrpecc HOIAT'O u POJ1O <«AxrtyanbHble
MpoOJIEMbl 1 TIEPCIIEKTHUBBI Pa3BUTHUS JIETCKOM OHKOJIO-
ruu v remarosiioruu B Poccuiickoit @eneparum» (nanee —
Konrpecc), KOTopblii ObLT OpraHU30BaH IO PYKOBOJI-
CcTBOM MuHHCTEpPCTBA 3apaBooxpaHeHus1 Poccuiickoit
®enepannu. B opraHn3alimoHHBI KOMUTET BOIIUIA BETy-
1€ CIIEIMAINCTHI B 00JIACTU IETCKOM OHKOJIOTMU-TeMa-
TOJIOTMH, TJIaBHbIE BHEIITATHBIE NETCKUE CIEIMaTUCThI
nmo npoduio, MpeAcTaBUTeN MPOhecCUOHATbHOIO
coobmiecTBa U3 PeaepaTbHBIX KJIMHUK U CyObeKTOB PD.

Kourpecc mnpoBoauics B rubpuaHoM ¢dopmare
1 cobpa 1560 neeratoB NpakKTUYECKH U3 BCEX CYOBEKTOB
P®, ouno npucyrctBoBanu 430 yenosek u3 60 peruoHOB
cTpaHbl. B pabore MepomnpusTHs B KauyecTBE JIEKTOPOB
MPUHUMAIM yJacTue TpencTaBuTe M MeXIyHapoaHOoro
oburecTBa netckoi oHkosnoruu (naisee — SIOP) uz Kuras
u OAD. Takxe ¢ moknazamu Ha KoHrpecce BBICTYIWIN
npencraBuTeau Aszepbaiiaxana, ApmeHuu, TaaKkukucTa-
Ha. Bcero 6b1710 3aciyniaHo 6osee 170 BoICTYTUIEHUMA.

Temamu KoHrpecca cranmu oOCyXIeHHE MaToreHe-
TUYECKOTO JICUEHMSI IeTel C OHKOJIOTMYECKUMM W reMa-
TOJIOTMYECKUMM  3a00JIeBAHUSIMKM, COTIPOBOAUTEIbHOM
Tepanuu, THHOBAIIMOHHBIX METOIOB XUPYPTUM U aHEeCTe-
3uosioruu-peanumaniuu. Ocoboe BHUMaHUE ObLIO yaeie-
HO MHAVBUAYyAJIM3alMK TePaIuu ¢ IPUMEHEHUEM MHHO-
BallMOHHBIX IPEIapaToB.

OmHUM M3 KIIOYEBBIX BOIIPOCOB CTajla OpraHu-
3allMs  MEIUILIMHCKON TIOMOIIM JAETSIM C OHKOJIOTH-
YEeCKMMU W TI'eMaToJIOTMYEeCKMMM  3a00JIeBaHUSIMU

B cyobekTax PD, 0 yeMm OBUIM IIpeNCTaBICHBI JOKIIAIbI
[JIABHOTO BHEIITAaTHOTO JETCKOTO CIEMaIMCTa OHKO-
Jora-rematoiora MunsapaBa Poccun npodeccopa
I'A. HoBuukoBOli M TIIaBHBIX CHEUUATUCTOB deae-
pPaJTbHBIX OKPYTOB CTpaHbl. B pamKax IIeHapHBEIX cec-
CUIl COCTOSUIOCH OOCYXXIEeHUE IesITeJbHOCTU Mpodec-
CHOHAJIBHOTO COOOIIIeCTBa, O YeM ObLI IpeacTaBieH
noknan mnpesuaeHTa OOmepoccuiickoit OOlLLIeCTBEHHOMN
Opranuzanuun «Poccuiickoe 00I11IeCTBO JETCKMX OHKO-
JjoroB U remarojoron» (ganee — POIOI) npodeccopa
C.P. BapdonomeeBoit. I3 nokiana cieayet, 4TO MOJHO-
mouusd HOIAT'O u POJ10O opuumansHo nepegansl POOAOT
¢ Hos10ps 2021 1. nst cozpanust peHome POJOI HOAT'O
SIBJISIIOCH TEXHUYECKMM opraHuzatopoM, a POJIOI —
WICWHBIM WCITOJTHUTEJIEM MEpPOIPUSITUIT  OObeIUHEH-
HOTo COOOIIECTBA JMETCKMX OHKOJIOTOB M TE€MaTOJIOrOB
Poccun. B pamkax 3aBepIlieHHS TTepeqadyl ITOJTHOMOYMIA
OCHOBHasl AeATeIbHOCTb OyAeT nepekiaoyeHa Ha POJOI
¢ 2023 ., B TOM YMCJI€ TI0 IIOJTHOMOYUSIM B3aUMO/ICHCTBUS
¢ MunszapaBom Poccun u HaumoHnanbHo#t MeauimHcKoi
ITanatoii. K ocCHOBHBIM MepONpUSTUSIM OTHOCUIUCH KOH-
rpecc, IIKOJIbI, KPYIJble CTOJBI U ceMuHaphl. [Ipomo-
KaeTcd paboTa 10 OpraHM3alyy BBIC3THBIX CEMHHAPOB
«JlanpHue pernoHbl». Becero ObL10 nmpoBeaeHo 38 Mepo-
npusitrii. OcyIecTBIsIeTCS B3aUMOIECTBIE C OpraHaMM
Bract, HanmonaneHoit MenunmHckoit [1anaToit u npy-
TUMM OpTaHU3aMUSIMU, paOOTAIOIINMU B 00JTACTH AETCKOMN
oHkosioruu u remarojioruu. C asrycra 2022 r. opraHu30-
BaHa EBpa3zmiickast Koja 1eTCKOro OHKOJIOTa U reMaTo-
Jora (nanee — EmIOT), B KOTOpoii MpUHUMAIOT y4acTue
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11 cTpaH. Berpeun mpoxonsat B oHjaiiH-popMmare 1 pa3
B 2 Henmenu Ha ruiatrdopme POJIOI. Lens EmJOI' —
o0beneHue crenranucToB EBpa3un u coBMecTHOE 00CYXK-
JIEHUE CIOKHBIX KIIMHUYECKUX CIIyYaeB.

C.P. BapdonomeeBoii BBICKa3aHO MPEIIOXKEHUE
0 HEOOXOIMMOCTH BBIABIDKCHHUSI KaHIMIATOB Ha M30pa-
HUe Ha IoKHOCTh npe3uaeHTa POJIOI co cpokoM 1os-
HoMmouuii ¢ uoHs 2024 1. mo uioHb 2027 1. Camu BEIOOPHI
HeoOX0AMMO MPOBECTH B paMKax odepenHoro KoHrpecca
JIETCKUX OHKOJIOTOB-T€MaTOJIOTOB, KOTOPBI COCTOMTCS
23—25Hog6ps 2023 . B AZIMUT Cutu Otenp OnIuMnuk
Mockaa.

A.T. PymsnuessiM, B.T. IMoxskoseiM, C.P. Bapdomo-
meeBoil 1 ['A. HOBUYKOBOI1 BBIIBMHYTO MpPEIIOXKEHUE
o coznmanum B POJIOI" pabounx KOMUTETOB IO pa3iny-
HBIM HaIlpaBJIeHUSIM U HEOOXOIUMOCTU TECHOTO B3aMO-
neiictBust POIAOTI ¢ rmaBHBIMU BHEIITATHBIMU I€TCKUMU
crneuaaucTaMu 1o npoguno. Kak mokassIBaioT pesyib-
TaThl Bhle3nHbIX Meponpusatuit HMULL ATOU um. Amu-
Tpust PoraueBa B «IKOpHbIE» MEAMIIMHCKIE OpraHU3aluu
CITy>kKObI, OCHOBHBIMU TIpO0OJIeMaMU AETCKO OHKOJIOT N -
reMaTOJIOTMY OCTAIOTCS:

1. TexHu4eckoe COCTOSIHME U OCHAIIEHME METCKUX
OOJIBHUII, OKAa3bIBAIOIIMX IPODUIBLHYI0 MEIUIIMHCKYIO
ITOMOIIIb:

a) 65 % yupexaeHuili TpeOYIOT KalMUTaJbHOI'O
PEMOHTA WX CTPOUTEIHCTBA HOBBIX KOPITYCOB;

6) B70 % cyobekToB PD TpeOyroTCs MOgepHU3ALIMS
000pyI0BaHUsI, BHEAPEHUE HOBBIX METONIOB JIabopaTop-
HOU OIUAarHOCTUKU;

B) B 40 % MeIULMHCKUX YYPEXKIECHUIA HET CIIeLIM-
aJM3MPOBAHHBIX OTAEJIEHUI neTckoi xupypruu, B 20 %
HET CrenaIn3UPOBAHHON JETCKOM peaHnMaLuu, B 25 %
HEIOCTYITHA TTOYeUYHO-3aMEeCTUTEIbHAS Teparusl;

r) B 40 % cyobekToB P® OTCYTCTBYIOT OakTepuo-
Jlormyeckue j1abopaTopuu, Ipu 3TOM B OOJbllIei YacTu
MMEIOIIUXCS ycTapeao o0opyaoBaHuE.

2.  [Hedumur Bpayeil U CpeaHEro MEIMIIMHCKOTO
niepcoHana B 50 % pernoHoB CTpaHBbI.

3. HenocrarouHoe obecrieueHue JIieKapCTBEHHBIMU
CpeACTBaMM M PACXOMHBIMU MaTepualaMu B OOJIBIIMH-
cTBe pernoHoB PD.

Ha ocHoBanum obGcyxnmeHusi yyactHUku KoHrpecca
€IUHOIIACHO MPUHSIIN CIeIYIOIINE TTOJOXKEHUS:

1. Pabory Konrpecca npusHarth ya0BJIeTBOPUTEb-
HOW.

2. OpraHuzaunoHHoMmy komutery  KoHrpecca
3aIIaHMpOBaTh MpoBeneHue ouepenHoro KoHrpecca Ha
23—25 HosiOops 2023 . B MockBe (MecCTO IpOBEIeHUST —
AZIMUT Cutu Otenb Onumnuk Mocksa).

3. Ilpesummymy POJIOI' co3natb
KOMMTETHI:

1) akkpeauTalus CIeILUaIMCTOB MO MPODUIIO «IeT-
CKasi OHKOJIOTUSI-TeMaTOJIOTUST»;

2) pa3paboTKa U BHeIpeHNEe KIMHUYECKUX PEeKOMEH-
JALIMIA 10 MPOMUITIO «IeTCKask OHKOJIOTUSI-TeMaTOJIOTUST»

cJIemyoIIre
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3) MeXpernoHaJIbHOE U MEXITyHAPOIHOE COTPYIHUYC-
CTBO;

4) HayYHO-OpraHM3allMOHHBIN (IIPOBEIECHME IIIKOJI,
KOH(EepeHLINI, CEeMUHAPOB, KPYIJIBIX CTOJIOB, KOHTPECCOB);

5) He3zaBUCUMAsl BKCIIEPTU3a MEAUIIMHCKON TTOMOIIIN.

4.  YjieHOB KOMHUTETOB OOCYIUTb U YTBEpAWUTH Ha
cobpaHuu (B ¢opMaTe OHJIAiH), KOTOPOE COCTOUTCS
B sHBape 2023 .

5. UYnenam POJIOI' mpenctaBuUTh NPEIIOXKEHUS
MO KaHIMIaTaM B WIEHbI KOMUTETOB, a TaKXKe Ha JOJIK-
HocTh mpe3ugaeHTa POJIOIT Ha 37€KTpOHHYIO ITOYTY:
rodog2020@yandex.ru B cpok 10 21 nekadbpst 2022 1.

6. Ynpenam POJOTI go 31 mapra 2023 1. npenocra-
BUTH NpenioxkeHus mo remam Konrpecca 2023 .

7. TlopmepxaTb MNPOJOKEHUE PaOOTHI
B2023 1.

8.  Ilpesumuymy POJJOI opraHn3oBaTh COBMECTHBIE
coBelanus (oHnaiH) OOIIeCTBA ¢ IJTABHBIMU BHEIITAT-
HBIMU JCTCKUMM CIIELIMATUCTaMU 110 TTPODIITIO «IeTCKast
OHKOJIOTHUSI-TeMATOJIOTUsI» U (peaepaibHbIMM LIeHTpaMu
o MpouIo «IeTCKasg OHKOJIOTUS-TeMaToJorus» 1 pa3
B 3 Mecs1ia.

9. I1aBHOMYy BHEIITaTHOMY IETCKOMY CIEILIMaIM-
CTy OHKoJIoTy-Temarojory Munsapasa Poccuu mn3opartb
¥ YTBEPAUTH IJIABHBIX BHEIUTATHBIX METCKUX CIICIMAJIHU-
CTOB I10 NPOGWIIO «IeTCKash OHKOJIOTUSI-reMaTOoJIOI s>
B HOBBIX cyObekTax PD B Lie/isix opraHM3alydyd MOMOIIN
JNETCKOMY HAaCEJICHUI0 M pa3paboTKy MapIIpyTHU3alluu
MALKEHTOB 110 NPOMUIIO «IETCKAass OHKOJIOIUI-IEMAaTO-
Jorusi» B defepaibHble LIEHTPHI 111 OKa3aHMUSI BHICOKO-
TEXHOJIOTUYHOM MEAUIIMHCKOUN TTOMOIILIN.

10. TiraBHOMY BHEIITAaTHOMY JI€TCKOMY CIIELIUATIACTY
OHKoJIoTy-TemaTonory Mun3znpaBa Poccum opraHuzo-
BaTh M MPOBECTU KOoH(pepeHIUo coBMecTHO ¢ POIOOI
(c yyacTveM IJIaBHBIX BHEIITATHBIX AETCKUX CIICIIMAIM-
CTOB I10 NPOGWIIO «IeTCKash OHKOJIOTUSI-FeéMaTOJIOI s>
¥ ¢eaepaabHbBIMU LIEHTPAMU) 11O aKTyaJlbHBIM BOIIPOCAM
OpraHu3allii TIOMOIIM HETSM IO TPODUIIO «IeTCKasl
oHKoJIoTUsI-remartosiorusi» B PO B 2023 .

11. BxkmiounTth mnpoduamd «IeTckKas OHKOJOTUSI-
TeMaToJIOTUsSl» U <«IeTCKasi OHKOJIOrus» (3a0ojieBaHUs
(cocrosinmst) o kogam MKB-10: C00—C97, D00—D48)
B DenepasbHblil MpoekT «bophda ¢ OHKOJIOrMYECKUMU
3aboneBaHusIMu» Ha 2025—2030 I co cleayrolIInMU
3aavyaMu:

*  CTPOHUTEIbCTBO HOBBIX KOPIIYCOB IETCKUX OOJIb-
HUII /WM PeKOHCTPYKIIUS MMEIOLINXCS, TAe pacroja-
raloTcs OTACJCHMS 10 IPOMUISM «I€TCKasi OHKOJIOTHSI-
reMaToJIOTUsST» U «IeTCKask OHKOJIOTHSI»;

*  TIEPEOCHAIllCHWE CeTH PErMOHAIbHBIX MEIU-
LIMHCKUX OpraHM3allvii, OKAa3bIBAIOIIMX MEIUILIMHCKYIO
MOMOIIIL OOJIBHBIM JETCKOro BO3pacTa IO Mpoduiio
«JIeTCKask OHKOJIOTHUSI-TeMaTojIorus» B 85 cyobektax P®
B cooTBeTCTBUM ¢ IlopsimkoM oKazaHUs MEIUIIMHCKOM
IOMOIIY 110 MPOMUIIIO0 «IEeTCKasi OHKOJIOTUSI-TeMAaTOJIO-
rust» (Ilpukaz MunsapaBa Poccuu 05.02.2021 No 55H)

Ew 10T
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U C YUETOM MOTPEOHOCTEN CIIY>KOBI NETCKOI OHKOJIOTHUM B COOTBETCTBUM C KIMHUYECKUMU PEKOMEHIAIMSIMU

M TeMaTOJIOTUM; U IIPOTOKOJIAMU JICYCHUS;
*  (puHaHCOBOE obecrieueHUe OKa3aHUsT MEIUIIMH- *  COBEpUICHCTBOBaHME KaApOBOIO OOeCIeYeHUs

CKOI1 IIOMOIIY MallMeHTaM 110 IPOMUIISM «IeTCKasi OHKO-  CJIy>KObI IETCKOM OHKOJIOTMM M T€eMAaTOJIOTUM.

JIOTUSI-TEMATOJIOTUsI» U «I€TCKask OHKOJIOTUST» IIPOBOIUTD Pesountorius npuHsTa €AMHOIIACHO.

IIpesunent POIOI, npodeccop - C.P. Bapdonomeena
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CoBpemeHHble AOCTUXXEHNUSA AETCKON OHKONOrMM U remMaTonoruun: AaiHble
54-ro Konrpecca MexayHapoaHoro o6uwectsa aerckux onkonoros (SIOP)

T.T. Banuesn

OIBY «HMHUI] onkonoeuu um. H.H. broxuna» Munzdpasa Poccuu; Poccus, 115478, Mockea, Kawupckoe wiocce, 23
Konrakrnabie nannbie: Tumyp Teimypasoeuy Baaues timurvaliev@mail.ru

Yenexu 6 nevenuu 0emckux OHKOAOSUMECKUX U 2eMAMON02UMEeCKUX 3a001e6aHULl n0360aUAU 8blaedumb 6oaee 90 % demeil ¢ aelikozamu
u aumgomamu. Bozmosicnocms nodeaumocs 00cmudiceHUAMU COBPEMEHHOU 0eMCKOU OHKOA02UU U 2eMaMOA02UU, ONpedeaums aKkmyanbHble
Hanpasnenus 0anvHeilule2o pa3eumus, NO360AUMb CHEUUAAUCAM CO 8Ce20 MUPA KOMMYHUUUPOBAMb U 00Cyic0ams Haubosee CA0MHCHbIE
acnekmol QUAeHOCMUKU U Ae4eHUs 0eMCKUX 310KauecmeeHHbiX Hogoo0pazoeanuil (3HO) — ocnosa pabomur Mescdynapodrnoeo obuecmea
demckux onk010206 (SIOP). B nacmosauieii cmamove npusedensl 0OCHOBHble me3ucsl dokAados, npedcmasnentovix Ha 54-m Kounepecce SIOP,
npoxodusuiem c 28 cenmsabps no 1 okmsabpa 2022 e. 6 Ucnanuu (bapcenone). Hogvie mapeemmuvie npenapamoi (baunamymomad, uHomysymado
0302aMUUUH, OUHYmMYKcumao, eeHemokaakc, dapamymymao, acyumunuo), kaemounvie (CAR-T) u ummynnvie nooxoow:  newenuu 3HO,
HOBble BO3MOJICHOCMU CONPOBOOUMENbHOU Mepanuu, NCUX0A02UYecKue U COUUANbHble ACNeKmbl Op2aHU3AuUU MeOUUUHCKOLU NOMOuU
demsam co 3HO — eom auutb Heb0AbULOI CNEKMP 80NPOCO8, OCBCULCHHBIX 8 PAMKAX MePOnPUSMUSL.

KimoueBble ciioBa: merckast OHKOJIOTHSI, FEMATOJIOTHS, 3JI0KA4eCTBEHHbIE HOBOOOPA30BaHMsl, JIEMKO3bI, TuMboMbl, SIOP

Jnsa wmuruposanusi: Banues T.T. CoBpeMeHHbIC JTOCTUXKEHUSI JETCKOW OHKOJIOTMM W TeMaTosioruu: aaHHbie 54-ro KoHrpecca
MeskmyHapoaHOTo 0011IecTBa IeTCKUX OHKOJI0TOB (SIOP). Poccuiickuii XKypHa IeTCKOi reMaToIorny M oHKostorun. 2022;9(4):125—8.
HNudopmanus o6 aBTope

T.T. Banues: 1.M.H., 3aBeIyIOLINIA OTACIIEHUEM AETCKOI OHKOJIOTUM U TeMaToJIOTUK (XUMHOTeparnus reMobaacto3oB) Ne | HU U netckoit OHKOJI0-
ruu u reMatonorun HMUWLL oukonorun um. H.H. Brnoxuna, e-mail: timurvaliev@mail.ru; https://orcid.org/0000-0002-1469-2365

Innovative advances in pediatric oncology and hematology: data of 54" Congress of the International Society of
Paediatric Oncology (SIOP)

T.T. Valiev
N.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115478, Russia

The success in pediatric oncology and hematology diseases treatment opened the way to cure more than 90 % of patients with leukemias and
lemphomas. The ability to share an achievements in modern paediatric oncology and hematology, to find an actual directions of development,
to permit the specialists from every corner of the world to communicate and discuss the most difficult aspects in diagnosis and treatment of
paediatric malignancies — the basis of the International Society of Paediatric Oncology (SIOP) work. In the current issue it is presented
the thesis of reports of 54" SIOP Congress, which took place in Spain (Barcelona) from September 28 to October 1, 2022. New target drugs
(blinatumomab, inotuzumab ozogamicin, dinutuximab, venetoclax, daratumumab, asciminib), cellular (CAR-T) and immune approaches
for malignancies treatment, new achievements in supportive care, psychological and social aspects of medical care organization for paediatric
patients with malignancies — only a few topics, that were discussed of the event.

Key words: pediatric oncology, hematology, malignant tumors, leukemia, lymphoma, SIOP
For citation: Valiev T.T. Innovative advances in pediatric oncology and hematology: data of 54" Congress of the International Society
of Paediatric Oncology (SIOP). Russian Journal of Pediatric Hematology and Oncology. 2022;9(4):125—8.
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Ycrexul B IeUEHUU TETCKUX OHKOJIOTMYECKUX 3a00J1e-
BaHUII HEBO3MOXHbI 0e3 OObeAMHEHUSI YCWIUN Bpayei
no BceMy mupy. biarogapsi o01ieMupoBoii Koorepaiuu,
CO3MaHUI0 M PAaCHpPOCTPAHEHUIO HOBBIX BBICOKOA(D-
(PEeKTUBHBIX MPOTOKOJOB JIEYEHUS, CTAJIO BO3MOXHBIM
JIOCTMKEHUE MHOToJIeTHel obiieil BbkuBaemoct (OB)
y 86—91,8 % OGOJBHBIX OCTPLIM JMM(MOOIACTHBIM JIEii-
ko3oM (OJIJT) [1-3], 93,5-97,7 % GonbHBIX TUMDOMOi
XomxkkuHa [4, 5] u 92,9-93,3 % nauueHToB ¢ B-Kie-
TOYHBIMM HEXOKKUHCKUMU JuMboMamMu (C BKIIOYE-
HUEM B PEXUMbl XUMMOTEpAaMy PUTYKCUMaba), daxe
npu pacnpoctpaHeHHbIX (I1I-1V) cTamusx 3aboneBaHus

[6, 7]. [ToHUMaHKe HEOOXOAMMOCTH OOBEIUHEHHUS Bpa-
Yyeil, MEAULIMHCKUX CEeCTep, COLUMAIbHBIX PaOOTHUKOB
W poauTenedl WIS YAyYIIeHUS Pe3yJbTaTOB JeUYeHUs
W peabuauTaluu AeTeil, CTpaaatoluX 3J10KaYeCTBEHHbI -
mu HoBooOpazoBaHusimu (3HO), cTano ocHoBoI co3aa-
HUg MexayHapoJHOro oOIlecTBa JETCKUX OHKOJIOTOB
(SIOP), HacuuThIBaWIEro B HACTOSIIEEe BpeMsl Oosee
2600 wieHOoB.

Exeronno SIOP mpoBoautr MexXayHapoaHble KOH-
rpecchbl, Ha KOTOPBIX MUPOBBIC JIUAEPHl B TMArHOCTUKE
W JICUEHU U TETCKUX OHKOJIOTUYECKUX 3a00JIeBaHUI Mpe/l-
CTaBJISIIOT HOBelillue AocTukeHus. OuepegHoil, 54-ii,
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Konrpecc SIOP mpomren ¢ 28 ceHTSIOpst mo 1 OKTIOps
2022 r. B bapcenone (Mcnanus). bonee 3300 Bpaueit us
136 cTpaH Mupa MPUHSIINA y4acTHe B €ro paboTe.

Onpnum u3 Haubosee yacteix 3HO y nmereit saBisgeTcsa
OJIJI, HecayyaifHO GobllIoe YKUCIo JokiaagoB Ha KoH-
rpecce ObLIO IOCBSIIEHO UMEHHO 3TOMY 3a00JIEBaHUIO.
Mignon Loh u3 CIIA mnpeactaBusl 3BOJIOLIMIO TTOAXO-
noB B tepaniuu OJIJI y nmereit, MO3BOJMBIIMX B HACTOSI-
mee BpeMs nooutsest OB Gostee yuem y 90 % mainmeHTOB.
ITomoOHbBIe OOCTMKEHMST CTadyd BO3MOXKHBI OJjlaromapsi
HCIIOJIb30BaHMIO AU GepeHIIMPOBAaHHOM, pUCK-adallTh-
POBAaHHOM TEpAIlMU U OLIEHKE MUHUMAJIbHON OCTaTOYHOM
oosesnu (MOB). HecmoTps Ha ycriexu B JIeUeHUU BIIep-
Bble AuarHoctupoBaHHoro OJIJI, BO3MOXHOCTU Teparuu
peumauBoB OJIJI cymiecTBeHHO Xyxke. Tak, IIpu paHHUX
peunauBax OJIJI 5-nerusas OB cocrasiser 27,3 + 2,6 %,
npu no3nHux — 65,2 + 1,9 %. bonbive HameXIbl BO3-
JlaraloTcsl Ha mperaparbl 0JMHATYyMOMad M MHOTY3yMad
030raMUIMH, KOTOPbIE PEKOMEHIOBAaHbI IPK PELUAANBAX
u pedpakrepHoM TeueHuu (p/p) OJIJI. Tak, BO3MOXHOCTb
noctuxkeHuss MOB-HeratuBHOroO craryca mpu nmpuMeHe-
Huu 6JmHaTyMoMaba y 60s1bHbIX p/p OJIJI nocturaer 52 %,
a [Py UCIOJIb30BaHMU MHOTY3yMaba 030raMuIIMHa 4aCcTO-
Ta MOJIHBIX pemuccuit coctasusier 80,7 % [8].

IMaumenTs ¢ OJIJI B BospacTe 10 1 roga (Bcero 5 % Bcex
ciyuaeB OJIJI y nmui B Bo3pacTe 1o 18 1eT) uMeIoT BecbMa
HeOJIaronpUsITHBIA IIPOrHO3, IIOCKOJbKY IJIsi 3a0o0Jie-
BaHUSI XapakTepeH TUIIepPJIeUKOLNUTO3, 0ojiee 4YacToe
MopaXkeHue LeHTpaJbHOM HEPBHOM CUCTEMbI, HebJaro-
MPUSTHBIE LIMTOTeHeTUYecKue Tepectpoiiku (KMT2A)
[9]. PesyapraToM 3TOrO CTanM GoJjiee HU3KUE MOKa3aTeIu
BBDKMBAEMOCTU OOJBHBIX — 4-JIeTHSISI 0eCCOOBITUITHAS
BbikuBaeMocTh (BCB) cocrasisier 50,9 % [10]. Ha Kon-
rpecce rpynmoii COG (Children’s Oncology Group) Obl11
MPEACTaBICHb BO3MOXHOCTU MPUMEHEHMS OJIMHATYMO-
Maba y nereii B Bo3pacte 10 1 roga ¢ OJIJI. Oka3zanock, 4To
oaHoJieTHs1s1 BCB npu BKIIIOUeHUU B TIPOTOKOJI JI€UEHUST
oimHaTymMomaba cocrasisaer 90 %.

B uensx yaydieHUs: pe3ysibTraToB JedeHus T-auHei-
Horo OJIJI Bo3moxHo npuMeHeHue aHTU-CD38 MoHO-
KJIOHAJBbHOTO aHTUTeNa (mapaTymymada) U 6opTe3oMubda
(c yueToM pe3yabTaToB uccienoBaHus AALL1231).
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CAR-T-kJerouyHasl Tepamnuss — IMHAMUAYHO pa3BUBa-
[oI1ieecsl HaIllpaBeHUE JICUCHUS P/p JEHKO30B U TUMMDOM
y nmeteil. TeXHOIOIWSI CO3MaHMSI XMMEPHBIX aHTUI€HHBIX
peuenropoB (CAR) HacuutsiBaeT 33 roga. B HacTosee
BpeMs u3BecTHO 48 muieHeit i1 CAR-T-knerok. bia-
rogapst CAR-T-kyeTOUHOM TEXHOJOIMU, MHOTUE 0O0Jb-
HbI€, Y KOTOPBIX Pa3BUJICA 3-i1 U IOCIEAYIOLINE PELII -
BbI JIEMKO30B 1 JINM(bOM, ITOJIYYMJIU IIIAHC HAa [IOBTOPHYIO
pemuccuio. B nmokmage Andre Baruchel (®panius)
ObLIM OIIpele/ieHbl OCHOBHBIC HAIlpaBJICHUs Pa3BUTHS
CAR-T-xJeTouHoI Tepanuu:

°  M3Yy4YEHUE NMOTEHILIMAIBbHBIX MULLEHEH;

*  COBEpIICHCTBOBAaHME TEXHOJOTMM  CO3daHUS
CAR-T (MoHO-, O1-, TpH-, TeTpacieIU(UIHBIC);

*  IpUMEHEHHE METOAOB TPAHCIYKIUM C MCIIOJb-
30BaHUEM JICHTH- U PETPOBUPYCOB,

e cpaBHeHMEe 3(P(PEKTOB HEMOCPEACTBEHHO M3TO0-
TOBJIEHHBIX U 3aMOpOKeHHBIX CAR-T-KIeTOUHBIX MPO-
JIYKTOB,

*  HCCIeIOBaHME  LIMTOKWMHOB,  BBICBOOOXKIae-
MBIX TIPU peaju3alyy MPOTUBOOMYXOJIEBBIX 3(h(HEKTOB
CAR-T-keTouHoit Tepanuu;

*  yTOYHEHUE T[OKa3aHWU [JIsI  ayTOJOTMYHBIX
u ammoreHHbIX CAR-T-kJerok;

*  HEOOXOOMMOCTb IIPOBEIACHUSI TPaHCIUIAHTALIMU
reMonoatndeckux cTBoJ0OBBIX KieTok (TI'CK) mnocne
CAR-T-xJeTouHoOI Teparuu.

Kpowme Toro, Andre Baruchel npencraBui coBpeMeH-
Hble Bo3MoxHocTu mnpuMeHeHusi CAR-T-kineTok mipu
neuenun peuyausoB OJIJI 1 modouyHble 3G ¢GEKTH, KOTO-
pble OTMEUaIu UCCliefoBaTeIn Ha (poHe Teparnuu (Tadm. 1).

CrnenoBaTe/bHO, HECMOTPSI Ha BBICOKYIO 3(P(PeKTUB-
HocThb CAR-T-KjIeTOUHOI Tepanmuu B JICUEHUM KpaitHe
HeOMaronpusITHON TpynIibl 60MbHBIX ¢ peruauBamu OJ1JT
(4acToTa MOJHBIX peMuccuii ot 68 1o 93 %), OCHOBHbI-
MU TI000YHBIMU 3(PPeKTaMU ObIIM HEHPOTOKCUYECKUE
ocinoxHenust (23—49 %). OnrtumanbHoii no3oii CAR-
T-xnerox sBastercs 0,2—5,0 x 10%/kr (mpu Macce Tena
marmeHTta mMeHee 50 xr) u 0,1-2,5 x 108/kr (rpu Macce
Tena 6osee 50 kr). bonee BrICOKME pe3yabraThl Teparuu
CAR-T-xierkamu OBIJIM OTMEUYEHBI Y OOJIbHBIX C MUHU-
MaJIbHOI omyxosieBoii Maccoit (MObB-uuciaom ormyxoJe-

Taomuua 1. [Ipomusoonyxonesvie u nobounsie sgpghexmeot npu ucnoavzosaruu CAR-T-kaemok y 60avubix peyudusamu OJLT
Table 1. Antitumor and side-effects of CAR- T-therapy in patients with relapsed ALL

AgToOp, roa Yuciio 60IBHBIX ITosnHble pemuccun ITo6ounbie 3¢hdeKTh
Author, year Number of patients Complete remission Side-effects

30 (metu, B3pOCIIbIC)
30 (children, adults)

21 (metu, MOJIO/IbIe B3POCIbIC)
21 (children, young adults)
45 (meTr, MOJIOZIbIE B3POCIIBIC)
45 (children, young adults)
75 (meTr, MOJIOZIbIE B3POCIIbIE)
75 (children, young adults)
14 (netu, MoJIozIbIE B3POCIIbIE)
14 (children, young adults)
53 (B3pociibie)

Maude, 2013

Lee, 2015

Gardner, 2017

Maude, 2018

Gorashian, 2019

Park, 2018 53 (adults)
53 (B3pocibie)
Hay, 2019 53 (adults)

43 % suuedanonatus, cynoporu, adasust

20 43 % encephalopathy, seizure, aphasia
68 % 29 % sHuebantonarys, ranmognﬁ.auwn
29% encephalopathy, hallucination
93 % 49 % HeitpoToKCMIHOCTH (21 % — TsiKenast CTereHb)
49 % neurotoxicity (21 % — severe)
81 % 40 % neitpotokcuaHOCTh (13 % — TsiKenasi CTerneHb)
40 % neurotoxicity (13 % — severe)
86 % 43 % ueiipotrokcuaHocTh [—I1 creneHun
43 % neurotoxicity 1—2 grade
83 % 43 % HeWpOTOKCUYHOCTD
43 % neurotoxicity
85 % 23 % HeNUpPOTOKCUYHOCTD TSKEJIOM CTeNeHU

23 % severe neurotoxicity
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BBIX KJIETOK B KpOBM/KOCTHOM Mo3re). Andre Baruchel
clenan akIeHT Ha IJIWTeIbHOM B-kiaeTouyHOoI ariasuu
u 6ojiee Boicokoi yactote CD19-HeraTuBHBIX pelIMINBOB
nocie CAR-T-kj1eTouHOI Tepanuu.

Henrik Hasle (JlaHust) mpeacTaBuI 3BOJIOLIMIO Tepa-
MeBTUYECKUX TTOIXOAO0B B JICUSHUN OCTPHIX MUETOUIHBIX
neiiko30B (OMJI) y nereit. CoBpeMeHHBIE PUCK-aTaIlTH-
poBaHHble momxonbl mpu OMJI MO3BONSIOT NOCTUYD
5-netHeit OB y 80 % GonbHbIX. Bosiblilyio TepaneBTuye-
CKYIO PO0IeMy TIPEACTABIISIOT MTALIMEHTHI TPYIIIBI BHICO-
KOT'O pUCKa, KPUTEPUH KOTOPOIt IIOCTOSTHHO YTOYHSIIOTCS
(Tabmn. 2).

Ho B kaxmoMm M3 IpPOTOKOJIOB 00s3aTeIbHBIM 3Ta-
IIOM TepaIuu siBjsieTcs mpoBeaeHue amoreHHon TTCK
npu OMIJI Beicokoro pucka. B ciyuae penmnusa OMJI
nocne 1-it amnmorenHoir TI'CK Heobxomumo mpoBese-
HUe 2-i TpaHCIUIAaHTaIlMM, IIOCKOJBbKY BEpOSTHOCTH
OB cocrapiser 31 %, Torma Kak B rpyIine OOJIbHbIX 0e3
MMOBTOPHOI TpaHcianTau — 3 % (p < 0,0001).

OrnpeneneHbl CleayOIIMe HapaBICHUSI COBEPIICH-
CTBOBaHUS MporpaMm tepanuu OMJI:

*  U3yYeHUE LIMTOTEHETUYECKMX M MOJICKYJISIp-
HO-OMOJOTUYECKUX IIPOTHOCTUYECKUX (haKTOPOB IIPU
OMJI;

*  3IMUreHeTHYecKas Tepanust (MHTMOUTOPhI MEHU-
Ha (menin) u LSD1);

*  Tepamus WHTMOUTOPaAaMM CUTHAJIbHBIX MyTei
(MEK, FLT3, SYK, CDK4/6);

*  uMMyHoTepanus (Oucrneunduueckue aHTUTENa
CD3/CD123, CD3/CD33, CDI123-CAR-T, HuBoaymab
+ a3alUTUINH);

*  MOHOKJIOHaJIbHbIE aHTUTeJNIa (MarpoJnmMa0d, usa-
TyKCUMao);

*  U3yYeHUE KOMOMHAIUM TapreTHBIX IperapaToB
(FLA + remTy3ymMa0 o30oraMuIIMH + BEHETOKJIAKC; CEJIN-
HEeKCop + BEHETOKJIAKC; MIa3aHyTAUH + BEHETOKJIAKC).

Bonbiioe BHMMaHMe B AoKIamax, MpeacTaBICHHBIX
Ha KoHrpecce, ObLJIO yaelieHO Tepaluu BBICOKOTO3HBIM
MeToTpekcaToM (mokiaabl Gabriela Villanueva (ApreHTu-
Ha), Laure Ramsey (CIIIA) u Carmelo Rizzari (Mtamus)).
Ero mpumeHeHue CyIIeCTBEHHO YIYUIIUIO Pe3yJbTaThl

Tadmua 2. Kpumepuu 6vicokoeo pucka peyuduea OMJI
Table 2. High risk criteria of AML relapse
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neueHust OJIJI 1 HEXOMKKMHCKUX JTUM@POM Yy JeTeil, HO
B psjie cllydaeB OTMEUEHBI TOKCHuYeckue 3G QGeKThl Tepa-
MUH, B TOM YUCJIE M OCTPOE MMOYeYHOe MoBpekaeHue. Psan
WUCCJIENOBATENEN MPEANoaaraloT B KayecTBe OIHOU U3
BO3MOXHBIX MPUYUH pean3allii TOKCUYECKUX 3(Pdek-
TOB METOTpeKcaTa — reHeTUUeCKre MoJIMMOpGU3MBI OeJl-
KOB-TPaHCIIOPTEPOB ATOTO MperapaTa, a TakKe reHeThYe-
CKM JeTepMUHUPOBAaHHbIE TUCHYHKIMHU (DOJATHOTO ITyTH
B opranusMe [11]. IIpenapaT riaokapnuaasa, BBOIUMBII
B 103e 50 En/Kr, mo3BoJIIET YCKOPUTDH BBIBEACHUE METO-
Tpekcara U3 OpraHu3Ma U CIpaBUTHCS C €r0 TOKCUYECKU-
MU 3 deKTaMu.

B cBs13u ¢ pacmmmpenuem nokazanuii K TTCK pacrer
YUCJIO MOCTTPAHCIIAHTALIMOHHBIX JMMQomnpoaudepa-
TuBHBIX 3aboneBanuii (ITTJII13), koTopwle mpeacTaB-
JISIOT CO0O# reTeporeHHyIo Tpymiy JuMdonponudepa-
uuit, B 60—70 % ciyyaeB acCOLIMMPOBAHHBIX C BUPYCOM
OmureiitHa—bapp. Lianna Marks ¢ kosieramMmu oTMeTHIIN,
410 B 26 % I1TJII13 AnarHoCTUPYIOTCS B TEYSHUE IIEPBOIO
rona niocyie TTCK u noxkanusyiorcst B neprudepudecKux
auMbatnyeckux ysnaax (41 %), Xeaymo4HO-KUIIEUHOM
tpakte (31 %) u nerkux (12 %). Mopdo-uMmMyHOIIO-
ruuecku [ITJITI3 nmpencraBneHsl nud@ysHoit B-kpym-
HOKJIETOUHOM JMUM@POMOI1, KiaacCU4eckKoi JIuM@oMoit
XomKkKrHa U moJuMop¢dHBIMU BapuaHTamu. [Ipu neve-
Huu ITTJITI3 crneayeT OTMEHUTH MMMYHOCYIIPECCAHTHI,
HCITOIb3yeMble B TOCTTPAHCIIAHTAIlMOHHOM IIEpUOJeE,
¥ Ha3HAUYUTh PUTYKCUMAO B MOHOPEXMME WU B KOMOU-
HallMM ¢ XUMUOTepanueil (ukiaobochaMul, mpeIHu30-
JIOH, BUHKPUCTUH U JOKcopyouIinH). [TomoOHas TakTuka
no3Bossier foctuub 10-netHeit OB y 6ombubix TTTJITI3
B 50—100 % ciy4aeB (B 3aBUCHMOCTU OT MOP(HO-UMMYHO-
Jorundeckoro Bapuanta I[TTJITI3).

XpoHuueckuii muenojeiiko3 (XMJI) saBasgercs pem-
KYM BapHaHTOM JIEMKO03a Y I€TEI, Ha €T0 NOII0 IIPUXOIUT-
cs1 MeHee 5 % Bcex ciydaeB Jieiiko3oB. Rohid Sadanand
C KoJuleTaMM TIpEACTaBUIM M3MEHEHHE TIOIXOIO0B
K repanuu XMJI y neteii, OCBETUIIN OITBIT UCITOJIb30BaHUS
uHruouTopoB Tupo3nHkuHa3 (MTK) B meTckoit oHKore-
matonoruu. [Ipu neyenun UTK He meHee 5 et u miu-
TEJIbHOCTU IIYOOKOTO MOJIEKYJSIpHOro orBeTa npu XMJI

IIporokon
Protocol
NOPHO-DBH AML 2012 BFM-AML 2012 AIEOP

> 15 % GIaCTHBIX KIIETOK
nocie 1-ro Kypca Tepanuu;

> 0,1 % GJaCTHBIX KJIETOK 110 JAHHBIM

uccnenoBanuss MOB nociie 2-ro Kypca
Teparnuu;

FLT3-ITD-WTI
> 15 % blast cells after I* course of
therapy;
> 0,1 % blast cells by MRD after 2' course

of therapy;
FLT3-ITD-WTI

Kpurtepun
Criteria

mocJie 2-To Kypca Teparnuu;
t(4;11), t(5;11)/NUP98/NSD1, t(6;11),
t(10;11), t(6;9), t(7;12), der(12p), -7,
1(9;22), FLT3-ITD-WT1, KOMIUIEKCHBI

Poor response after 2 course of therapy;
t(4;11), t(5;11) /NUP9S/NSD1, 1(6;11),
1(10;11), 1(6,9), 1(7;12), der(12p), -7,
1(9;22), FLT3-1TD-WTI, complex

> 1 % GnacTHBIX KJIETOK
rnocse 1-ro Kypca tepanuu;
> 0,1 % 61acTHBIX KJIETOK IO JAHHBIM
ucciaenoanuss MODB nocre 2-ro Kypca
Teparnuu;

t(4;11), t(5;11), t(6;11), t(10;11), t(6;9),
t(7;12), der(12p), -7, t(9;22), FLT3-
ITD-WT1, KOMIUIEKCHBII KapUOTHII

> 1 % blast cells after I course of therapy;

> 0,1 % blast cells by MRD after 2 course
of therapy;

14;11), 1(5;11), 1(6;11), 1(10;11), 1(6,9),

1(7;12), der(12p), -7, 1(9;22), FLT3-1TD-

WTI, complex karyotype

Tlnoxoit oTBeT

KapuoTHUIl

karyotype
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He MeHee 2 JIET BO3MOXHA «CTOI-Teparus», HallpuMep,
Ha BpeMs TIUIaHUMpOBaHUS OepeMeHHOCTU. [lomoOHBI
ITOJXO/I TTO3BOJISIET PeaIN30BaTh PEIPOAYKTUBHYIO (DYHK-
LIMIO MaleHTaM JeTOPOIHOro Bo3pacta, Ho y 30—50 %
oonbHBIX, npekpatuBinx mnpueM WMTK, pasBuBaeTcsa
MOJIEKYISIpHBIN pertuauB XMJI (kak mpaBuWio, B TeYCHHUE
nepBbIX 6 Mec), cuHapoM oTMeHbl UTK (Mbllie4HO-CKe-
JIETHBIE 00JIM U KOTHUTHBHbBIC nUcGhyHKINHK). bombiinyio
TepaneBTUYECKYI0 MpobieMy B JeueHU XMJI npencras-
JISIIOT BapuaHThI 3aboneBaHus1 ¢ myranueit 73151, npu
KOTOPBIX MMaTMHMOA Me3UJiaT, 1a3aTUHUO U HUJIOTUHUO
HeahdekTuBHB. HoOBBIE JleKapCTBEHHbBIE IIperapaThbl
(MMOHATUHUO W aCUMMUHMO) TTO3BOJISIOT HaAEsIThCS Ha
MnoBbIlIeHNEe A(PPEKTUBHOCTU JiedeHUsT O0JbHBIX XMJI
¢ mytaumeit T3151.

Ocoboe BHMMaHue B padore KoHrpecca ObuiO yae-
JICHO BoIpocaM 00e3001MBaHUsI, CECTPUHCKOTO yXoja,
COLIMAIbHBIM Y TICUXOJIOTMYECKUM BOIIPOCaM MO PXKKHU
cemeit neteit, bonpHbIX 3HO.
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MHorue moKjaaabl Ha MEPONPUITUN ObLIN TTOCBSIIE-
HBI OTJAJICHHBIM MOOOYHBIM 3 deKTaM Tepanum OHKO-
JIOTUYECKUX U TeMATOJIOTUUYECKUX 3a00JIeBaHU Y IETEiA.
OTcTtaBaHue B pocTe (0COOEHHO Y AeTeil, MPUHUMAIOIINX
uMaTuHMOa Me3uaar 1o moBomxy XMJI), cepaeyHo-co-
CYIMCTBIE, HEHPOKOTHUTUBHBIC,  PEMPOAYKTUBHBIC
IUCOYHKINU, BTOPBIE OIMYXOJIW — BOT JIMIIIb HEMHOTHIA
nepevyeHb MpoodIeM, KOTOPbIe TPEACTOUT PEIIUTh Meau-
aTpaM U JETCKUM OHKoyioraM. I[loJM3THOIOrMYHOCTh
OTHAJICHHBIX TMOCIEACTBUI Tepamuu OHKOJOTMYECKMX
3a00JIeBaHUI y IeTell TUKTyeT HeOOXOAUMOCTb MYJIbTH -
OTUCUMIIMHAPHOTO IOAXOAa HEe TOJbKO B JICUEHUM, HO
W TIpM TIOCJIEAyIoIeM HaOMIOIeHUM JIUIl, W3JICYCHHBIX
B netctBe oT 3HO.

IIponomxast mMHoronetHue Ttpamuuuu, SIOP opra-
Husyet 55-i1 Konrpecc, koropeiii B 2024 1. cocToutcs
11—14 okts6ps B OtraBe (KaHnana).
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0630p 54-ro Konrpecca MexpayHapoaHoro o6uecTBa AeTCKMX OHKOJIOroB

(SIOP)

| T.B. TopOynosa

OI'BY «HMHI] onkonoeuu umenu H.H. baoxuna» Munzdpasa Poccuu; Poccus, 115478, Mockea, Kawupckoe wocce, 23

Overview of 54" Congress of the International Society of Paediatric Oncology (SIOP)

T.V. Gorbunova

N.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115478, Russia

«Hu onuH pebGeHOK He HOKEeH yMepeThb OT paka:
HCLIeJIEHWE MHOTHX, 3a00Ta 000 BCeX» — MOJ 3TUM JAEBU-
30M ¢ 28 ceHTA0ps 110 1 oKTI6ps1 npoien 54-it Konrpecc
MexxnyHapoaJHOTO 0o0IecTBa 1eTCKMX oHKoioros (SIOP
2022) B bapcenone (Mcnanus). B pamkax MepomnpusiTus
COCTOSITUCH CECCUM, TIOCBSIIIEHHBIE TTPpO0JIeMaM JICUeHUS
capkoMm KocTeil 1 MArkux TkaHeil. Rejin Kebudi us Typ-
LIMM COOOIIMIA O pe3yibrarax jedeHus 2260 rmaiueHToB
¢ octeocapkoMmoii 1o mporokonry EURAMOS-1 (2005—
2011). B paHmoMu3MpOBaHHOM MCCJICIOBAaHUM TIOCIIE
npoBeneHusa 29 Hen xumuorepanuu (XT) u pesexiuu
omnyxoiau BBomawics uHTepdepoH anbda-2 ¢ 30-it nmo
104-10 Hepenu. PesynabraThl JedeHUs B 00eMX TpyIIiax
MPaKTUYECKU HEe OTJIMYAINCh, 3-JIETHSIST OecCOOBITUITHAS
BerkuBaeMocth (BCB) cocrasuma 76 %. Cremyroinee
ucciaenoBanue (1990—2021) kacamoch rpymIibl MallMeHTOB
C JIOKAJIM30BAHHOM CTaauel OCTEOCApKOMbI, KOTOPBIM
IOCJie BBIMOJHEHUSI MaKpPOCKOIMUYECKM pPaauKaaIbHOTO
yaajaeHus orryxoju BBoawicsa mifamurtide. Mifamurtide —
JIMIIocoMajibHas (opMysia MypaMuJI TpuIlenTuga ¢hoc-
datuaun sranonamuHa (L-MTP-PE), npencrasiser
co00if MpUPOIHBIA UMMYHHBIM TIperiapaT, NoJy4eHHbII
U3 KJIETOYHOM CTeHKM MUKoOakTepuil. B ucciegoBaHumu
MPUHSUIA yyacTue 99 60abHBIX B Bo3pacte oT 2 10 30 JeT.
B 1-it rpynme 40 mamyeHTaM JTOMOJTHUTEILHO BBOIMIICS
Mifamurtide, Bo 2-if rpyImme — MpoBOAWIACH CTaHAAPT-
Has Tepanus: 3 mpemonepalrMoHHBIX Kypca udochamMm-
na 1,8 r/m*/cyt, 3 nHs; nokcopyourmH 90 mMr/m?, 1 geHb
u mucriatud 100 mMr/m?, 1 geHb, 3aTeM BBIIOJHSUIOCH
XUPYpPTAUYecKoe JIeUCHWEe U Jajiee elle 3 aHaJIOTMYHBIX
nocieornepallioHHbIX Kypca XT. B 1-if rpynme mapai-
JIEIBHO C Tpems IIocjieorepallMOHHbIMU KypcamMu XT
BHYTpUBeHHO BBommjcsi Mifamurtide B moze 2 mr/m?
JIBaXKIbI B HEIEITIO TIepBhIe 12 Hel Iociie onepalnu, 3aTeM
1 pa3 B Henento 24 Hen. Ilokasarenu S-neTHeir oOIIeit
BbikuBaeMoctu (OB) Gbun 62,2 %, 5-netHeit BCB —
52,2 % y Bceii KOropThl HalieHTOB. [1pu cpaBHEHUM 3TUX
mokasateneit B 1-i rpynre (¢ Mifamurtide) 5-netasas OB
u 5-nerusist BCB okazanuch HeZOCTOBEPHO BHIIIE ITO CPaB-
HEHUIO C TPYIIION KOHTPoJst — 69 % vs 56,8 % (p = 0,14)
u 62,6 % vs 48,7 % (p = 0,075) coorBeTcTBeHHO. OIHAKO

B TpyIIIie TAalMeHTOB, Ie mpuMeHsca Mifamurtide, pexe
OTMEYaIUCh JoKalbHble peruauBel — 20 % vs 37,2 %,
p=0,069. ABTOp cienana BeBoabI, uTo Mifamurtide o6a-
JaeT XOpOoIleil MePeHOCUMOCThIO TP COBMECTHOM BBE-
JNIEHUM C TpeXKOMMOHEeHTHON XT, nmpu 3TOM pe3y/braThl,
KOTOPBIE MOJIyYeHBI B UCCIICTYEMOI TPYIINE, UMEIU TPEHT
K YJIYYILIEHUIO IT0 CPABHEHMIO C TPYIIIION KOHTPOJIS.

Ha KoHrpecce ObLIM J10JI0XKEHbBI pe3yJIbTaThl UCCAEHO0-
BaHMUS BIMSHUS METO/Ia JIOKAJTbHOU TepaIruu (Xupypruye-
CKOe JIeUeHHUE VS KOMOMHMPOBAaHHOE JICUCHUE VS JTydeBast
tepanus (JIT)) Ha mokazareas OB y manueHToB ¢ JIoKa-
nu3oBaHHOM capkoMoii FOunra (CHO). B uccnenoBanuu
EWING 2008 66ut1 BKITI0YEHBI 863 T1armenTa, u3 Hux 375
npoBeacHO xupypruuyeckoe jeueHue u JI'T, ynaneHue omny-
xomu — y 331 0onbpHOrO. AHAINU3 pe3yJbTaTOB S-JeTHEl
OB nokas3aj, 4yTo B TPYIINE MallMeHTOB, KOTOPHIM IIPOBO-
JIUJIOCH yAAJCHME OITyXOJI1, 3TOT IToKa3aTeslb He OTInJaI-
csl OT TeX, Y KOTOPBIX MPUMEHSUTACh KOMOMHUPOBaHHAsI
JoKajibHas Tepanus — 84 %. OnHako y malueHTOB, KOTO-
pble 00JTyYaauch 0e3 MPeAIeCTBYIONIETO XUPYPTUIECKOTO
JIeueHus1, ypoBeHb S-etHeit OB oxasascs Hike — 77 %.
CormocTaBieHUE pe3yIbTaTOB B Pa3IMUHBIX KIIMHAYECKUX
rpyIIiax mokKasajo, YTO MPOBeIeHNEe KOMOMHUPOBAHHO-
TO JJOKaJIbHOTO JICYCHUS YIydIllaeT Pe3yabTaThl B TPYIIIE
nanueHToB ¢ moxuM oTBeToM Ha XT (p = 0,002) u cHu-
JKaeT PMCK HeOJIaroMpUsITHOTO MCXOAa MPH JIOKAIU3aluu
OITyXoJI1 Ha KoHeuHocTsX (p = 0,01).

S.K. Zolliner mpeactaBusl pe3ynabTaTbl M3y4eHMUSI
BropuyHoii CIO y 44 maumneHTOB, KOTOPhIe OB BKITIO-
yeHbl B ucciaenoBanusg EICESS92, Euro-E.W.I.N.G.99
u EWING 2008. Ilepuon HabmoaeHUsT cocTaBu 27 JieT,
CyMMapHO ObUTH 3apernucTpupoBaHbl 3874 mamuenra. B 16
(36,4 %) n3 44 ciiyyaeB BropuuHoii CHO mpeaiiecTBoBaio
JICYEHHME TI0 TIOBOLY IeMo0J1acTo30B, B 5/44 — capKow,
B 1/44 — Gbu1 moarBepxkiaeH cuHapoM JIu—®paymeHu.
INepnon no Bo3HuMKHOBeHUs1 BTopuuyHOit CHO cocraBui
7,4 rona. Pe3ynbrarhl IeueHUS MTallMEHTOB CO BTOPUYHOIM
CIO He 3aBUCeNN OT MEPBUYHOM OIyXOJIU (COTUTHAS VS
reMmo0jacro3). [pyrasg 4acTb McCCIedoBaHUSI Kacajlach
BTOPBIX OIyXOJIeil, KOTOpbIe BO3HUKIM IIOCIEC MOCTHU-
xkenust pemuccun CHO. CpenHuil miepuon 10 pa3BUTHS
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BTOpBIX ormyxoseit Obln1 5,4 roga. ConmaHble OMyXOJU
pa3BUBAJIUCh IO3XE IO CPaBHEHUIO C TeMoO0JIacTo3a-
MM — yepe3 8,4 u 2,4 rona, p < 0,001. ITpu aTOM BTOpHIE
OITyXOJIU IUarHOCTUPOBAIMCEH valle y neBouek (p = 0,03)
U OBLTH MPeACTaBICHBI AUCCEMUHUPOBAHHBIMU CTaIUSIMU
(p=0,01). [Tokazareas OB ObL1 BBIIIE Y HALIMEHTOB CO BTO-
PUYHBIMY COJTUIHBIMU OITYXOJISIMU IO CPABHEHUIO C TEMU,
Y KOTO BBISIBJISIIUCH BTOPUYHBIE TeM001acTo3sl, p < 0,001.
OCHOBHBIC BBIBOIBI, CIEJaHHBIE aBTOPOM: BTOpPUYHAS
CIO Bo3Hukia y 1 % nalueHToB, KOTOPbIE paHee U3JIeUr-
JINCh OT COJIMIHOI OITyX0JI1/TeM00J1acTo3a, IIpYU 3TOM He
yJIaJIOCh TOCTOBEPHO BBISIBUTH (haKTOphl pucka. Broprie
omyxosn mnociie yedeHuss CHO BosHukawT y 2 % 060Jib-
HBIX, UMEIOT TUIOXOM MPOTrHO3, OCOOCHHO y TAaIIMEHTOB,
Y KOTOPBIX OBLIM YCTaHOBJEHBI BTOPUYHBIE TEeMOOIACTO-
3bl. Ha pa3BuTue BTOPBIX OMYyXOJei BIUSIOT BUA U T03bI
XUMUOJy4YeBoit Tepanmuu. KymyJasgTUBHBII PUCK pa3BU-
THUSI BTOPUYHOM COJIMIHON OIMYXOJIM IOBBIIIACTCS IOCTe
10 et HabOIIOACHMS 3a TTALIMEHTAMU, KOTOPBIM ITPOBOIN -
JIOCh JIeueHue 1o nosoay nepsuuHoii CHO.

Ha moctepHoii ceccum OBUT TIpEACTaBICH TOKJIAM
HUCCIeA0BaTe/IbcKOi rpynnbl U3 Mrtanum o BTOpUYHOIM
ocTeocapkoMme. ABTOPBI COOOIIMIN O cepuu U3 26 HabJII0-
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JIeHuii. BropuuHasi ocTeocapkoMa pa3BMBajlach OIMHA-
KOBO 4YacTO Y MaJIbYMKOB U JEBOYEK, MEAMaHa Mepruona
o pa3BUTHS omyxonu — 7,3 roma. B 24 ciyvasx mpu
JIeYeHUHU TIEPBUYHOI OIYXOJIM IIPOBOAMIOCH O0JIydeHUE,
B 19 — B cxembl XT ObuT BKIIOUEH HoKcopyounuH. [Tpu
pa3BUTUU BTOPUYHOM OCTEOCAPKOMBI Yallle MOpaXaauch
OenpeHHast KOCTb M KOCTH yepera. YpoBHU 5- 1 10-neTHei
OB cocraBuim 50 % u 38,9 % cOOTBETCTBEHHO, a ypOBEHb
5- n 10-neTHelt BeKMBaemMocTu Oe3 nporpeccun — 47 %
u 35,2 % COOTBETCTBEHHO.

B coobmenun Estela Prada m xommer us Jlercko-
0 OHKOJIOTMYECKOro IeHTpa B bapcenoHe IoKa3aHbI
pe3ynbTaThl MCCEIOBaHUS IOTEHIIMAIbHBIX OHMOMap-
KepoB Ha KJeTkax padmomuocapkoMsl (PMC), koTtopsie
MOI'YT YKa3bIBaTh Ha YYBCTBUTEJIbHOCTh K MHTUOUTOpAM
pan-AKT — Ipatasertib. B uccnenoBanum 6610 oOHapy-
JKEeHO, YTO TaKUM MapkepoM sBisiercs reH PRKG1. Dtor
reH 3KCIIPECCUPYETCsT Ha KJIeTKAX CKEJIETHOM MYCKYJIaTy-
pul. MccnenoBaren COOOIIMIM, YTO BBICOKMII YPOBEHD
akcrpeccun reHa PRKGI na knetkax PMC gaBnsercs
rnokasaTesjeM UYyBCTBUTENBbHOCTU K Ipatasertib, a Takxke
ACCOLIMMPOBAH C BBICOKMM YpPOBHEM IHpojudepannu
¥ HU3KOoM nuddepeHnpoBKoii kietok PMC.
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Ill o6veanHennblit Kourpecc HOAN0 u POAO0

24—26 Hos16pst 2022 1. B rubpuaHOM (popMarte COCTo-
scst yxe TpanuuoHHbI 111 oobenunenHbIi KoHrpecc
HOAI'O n POOO <«AktyanbHble TIpOOIEMBI U TEPCITeK-
TUBBl Pa3BUTHUSI NETCKOM OHKOJOTMM U TeMaTOJOTHH
B Poccuiickoit ®enepannm — 2022». OCHOBHOI 3aga4eii
MEpOIIPUATUAS TPAOUIIMOHHO SIBWJIOCh OOBESIUHECHME
Hay4YHBIX IIKOJI LICHTPOB ¥ TOPOIOB CTPAHbI, IIPEICTaBIIC-
HUE TIepPeI0BOTO OITBITA M 00CYKIEeHIE BOIIPOCOB OPTaHN -
3alIMM MEIUIIMHCKOM TTOMOIIM JETSIM C OHKOJIOTUIEeCKH -
MM ¥ TeMaToJIornaecKuMu 3adoaeBanusmu. B Konrpecce
ygacTBoBaiu JiekTopbl n3 Poccnu, OAD, KHP, Azepbaiin-
xaHa, ApmeHuu, benapycu, TamkukucraHa M Opyrux
CTpaH.

B Komnrpecce npunsim ydactue 6onee 400 demoBek
0YHO, a Bcero — 6osee 1500 (yauThIBast OHJIAH-TIOIKITIO-
YeHUsI).

Buneo3zamick MeponpusITHST JOCTYITHA Ha caiite 1med.tv.

| Likona no AMarHocTUKe U Ie4eHUI0 PeTUHO6NACTOMBDI
y AeTeil ¢ MeXAYHapOAHbIM y4yacTuem

14 oxTs10ps1 2022 1. B tuOpUAHOM (hopMaTe COCTOSIIACh
I IlIxoma Mo IMarHOCTUKE U JICYSHUIO PETMHOOIaCTOMBI
(PB) y nereit ¢ MmexxayHapoaHbIM ydactueM. Ee cayia-
tensimu ctanu 350 Bpaueit uz Poccun, U3pauns, Muauu,
HMranuu n Kaszaxcrana. Jlokjiaabl 0 COBpeMEHHBIX TE€H-
neHuusx B objactu PB y gereit OblLIM TipeacTaBieHbI
BeayluMu crietuanuctamu Poccun. O0CyKaeHbl KpUTe-
pYM HaIlpaBjieHus nalreHToB ¢ Pb Ha MeauKo-reHeTnye-
CKO€ KOHCYJIBTUPOBAaHUE U MOJIEKYJSIPHO-TEHETUYECKOe
tectupoBaHue. B pamkax IIIKonbl ObUIM pacCMOTPEHBI
HOBBIE TTOJIXO/bl K T€PAllMi M BO3MOXHBIC OCIOXKHEHMS
y MalMEHTOB C JaHHBIM TUAarHo30M. MeXIyHapoIHbIMU
aKkcrepramu Beictynuau . Xamxkuctunuany (Mranus),
C. Kamukn (Mugus), 1. Padouan (U3pamns), C.A. Ayba-
kuposa (KazaxcraH).

Buneozanucek IlIkoabl noctynHa Ha caitte 1med.tv.

Hawe coo6wectso — geatenbHocts POLAOL // Our community — activities of the RSPOH
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HayuHo-o6pa3oBaTtenbHblii ceMUHAp «[janbHue PernoHbl»

1—2 Hos16ps 2022 T. cocTOSICS HaydHO-0Opa3oBa-
TEJIbHBII CeMHHAp B 00JIACTU TeMaTOJOTUM, OHKOJIO-
TUW ¥ MMMYHOJIOTUH Y IETEH W MOJIOJIBIX B3POCIIBIX IO
nporpamme «JlajbHUE PErvuoHbI» sl CIELMaTUCTOB,
paboraromux B Bomorogckoit obGnactu. Meponpu-
STHE MNpoLLIO B ouHOM ¢opmare Ha Oaze Bonorona-
CKOW 00JIaCTHOI HETCKOW KIMHUYECKON OOJbHUIIBI.
B ero pamkax Beaymue cnemuanuctel HUWU AOul’
uM. akang. PAMH JI.A. lypuosa HMMUWIL onkonorum
nMm. H.H. Brmoxuna, HMUIL ATOU wum. Amutpusa
Porauesa, HUU JOIuT um. P.M. TopbaueBoit u apy-
TUX YUPEXKICHUU BBICTYIWIN C HAYYHBIMHU TOKJIaTaMH.
CocTog0Cch 0OCYXIEHHE BO3MOXKHOCTEH pPa3BUTHS
CITyXKOBI METCKOI OHKOJOTMM M T'eMaTOJIOTUU B CYOb-
ektax Poccuiickoit @egepaniuy U co3gaHUS OKPYKHBIX
LICHTPOB.

Il BcTpeua «Poccuiickoi rpynnbl BFM>»

11—12 Hos16ps 2022 1. B rubpuaHoM opmarte cocTo-
smach I Bctpeua «Poccuiickoit rpynnbel BFM» ¢ Mex-
IyHapoIHbIM yyactueMm. CiymiatenasiMu ctanu 6osee 400
cneuuanuctoB u3 Poccum, AsepbaiimxaHa, ApMeHUMU,
Benrpun u Kazaxcrana. JIokiaabl O COBpeMEHHBIX T€H-
JMEeHIUSIX B 00JIacTU JICMKO30B y IeTell ObLIM MpencTaB-
JIEHbl BeAyUIMMM CIEeUUATUCTaMU U MEXIyHApOIHBIMU
skcnepramu — K. Kucc (Benrpust), JI.A. BarapiiaksH

(EpeBan), C.H. Ixanunooit (baky). Ocoboe mecTo
3aHuMal Ha Illkose Bompoc MyJIbTULIEHTPOBOTO B3aUMO-
JIEWCTBUS B paMKax T'PYIIIBI, HOBBIX METONOB IMAaTHOC-
TUKU W JICUCHUs Yy JeTeld, HallpaBJIeHUs B (enepaibHbIe
LEeHTpbl Ha 3Tanbl Tepanuu. A.M. KoBpuruHa npeacra-
BUJa HOBYIWO Kiaccudukanuo jauMmboM BcemupHoii
opraHuzauuu 3apaBooxpaHeHusi. Buaeoszanuch IIkosb
JIOCTyIHa Ha caiite 1med.tv.

EBpasuiickas Llikona geTckoro oHKonora v remarosnora

B agrycre 2022 . POJ1OI opranuzosano EBpa3uiickyto
Ikony AeTCKOro OHKOJOra W TeMaTojiora, B KOTOpPOW
npuHumarot yyactue 11 crpan. Lenp [Ikonsl — 00beau-
HeHue crenuatnuctoB EBpa3uu B 001aCTH 1€TCKOM OHKO-
JIOTUM-TeMATOJIOTUN 1 O0CYXIeHUE CIOXHBIX KJIMHUYE-
ckux ciaydaeB. IlIkona mpoxoaut 1 pa3 B 2 Heleau OHJIaitH
Ha miardopme POJOI. Mepornpusitve MpOBOAUTCS MPU
MoaaepKKe Kommanuu «PapMaMoHIIO».

Mpbl Gytarogapyum y4acTHUKOB Hateid [1IKossr:

M.B. Py6anckas (Poccus),

M.B. MuHacsgH (ApMeHus),

E.M. Tonosuna (Poccusi),

I1.B. [lleBenena (Poccus),

X.X. Kuemununos (benapycs),

H.A. HermatoBa (TamxukucTaH),

A.M. Cyneitmanosa/I.b. Carosta (Poccust),

E.A. TIlpucranckosa (Poccus),

N.0. Kocrapesa/I.b. Carostn (Poccust)

U HajieeMcsl Ha JajbHelIIee COTPYIHUIECTBO.

Bupeozanuce IIkonsl mocrynHa Ha cailte POLOIT
(www.rodog.ru).
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Mob6eautenu npemun «3a BepHoCTb npotheccun — 2022>

u YBaxkaemble konneru!

B 310M rogy B ouepeaHoii pa3 Obina BpyueHa npemus «3a BepHOCTb Npodecciir». TpaauLmoHHO Mbl 3HaKOMIM BaC C ee naypeatamu.
B noaroToBnexHHom Hamu MaTepuane Bbl HaiiieTe aBTobMorpadum nobeauTeneii u OTBETbI Ha BONPOCbI HALLIETO MUUHKU-WHTEPBbIO.

Bpay-neguamp, AemcKuil OHKONor, reMamonor, 3aBefyiowas omaenesueM reMamonoruu
u pemckoii onkonoruu F'6Y3 CK <Kpaesas nemckas knunuyeckas Gonbhuua»,

rnaBHblil BHEWMamHblii féMCKuil cneyuanucm oHKonor CmasponoabcKoro Kpas,

K.M.H. Tanuna BumanbeBHa bbikoBa

Pommmace 30 mast 1973 . B CTtaBporioJic B ceMbe IIOTOMCTBEHHBIX Bpaueii. baOyrku
¥ JCOYIIKW CO CTOPOHBI MaTepU U OTIIA TaKKe OBLIM BpadyaMM U YIIIA Ha (PPOHTHI
Benmukoit OTeyecTBEHHOI BOMHBI C IOCIAEIHUX KypCOB MEAMHCTUTYTOB. B 1996 .
OKOHYMJIA C KPAaCHBIM IHUIJIOMOM IteauaTpryecKuii haxyabsTreT CTaBpOIIOJIBCKOTO
TOCYIapCTBEHHOTO MEAUIIMHCKOTO MHCTUTYTA. 3aTeM TaM 3Ke IPOIIa KITMHIICCKYIO
OPIMHATYPY TI0 CIIEIIUATIBHOCTH «IleanaTpus». B 1998 1. Obl1a mpuHaTa Ha padoTy
B otmenenme remaronorun KIKB 1. CraBpomoiisg, KOTopoe BCKOpe OBLIO
TepeMEHOBAHO B OTIEJICHIE TeMaTOJIOTHH U AeTCKOM oHKoorun. B 1999 1. ipornura
KYpPC TTOBBIIICHNS KBATM(UKAIIAN TT0 CIICIIUATBHOCTH «IeTCKass OHKOIOTHsI», a B 2001 T.
TOJTyYMJIa TICPBUYHYIO TIepertoaroToBKy B HMU meTckoit OHKOJIOTMY 1 TeMAaTOJIOTUH
Onxonenrpa um. H.H. broxuna. B 2013 ©. mony4wnia mepBUYHYIO TIEPETIOATOTOBKY
O CHCUMAJIBHOCTU <«TeMaTOJOTHS» Ha 0a3e PocTOBCKOro rocymapcTBEeHHOTO
MeauuurHCKoro yHuBepcuteta. B 2007 T 3ammTiiia KaHIUAATCKYIO THUCCEPTAIUIO.
HMmMero BeICIINE KBaTU(UKAIIMOHHBIC KATETOPUM II0 CICHHATBHOCTSIM <«IeTCKas
OHKOJIOTHSI», «TeMaToJIOTusI» 1 «nenuarpusi». C 2018 . — 3aBemyromast OTIeJIcHIEM
reMmatosiorun u nerckoir onkoiornu I'bY3 CK «KpaeBas nmerckast KIMHUYECKas
OOJIBHUIIA» , TTIAaBHBIN BHEIITATHBIN JSTCKUM OHKOJIOT CTaBpPOMOJIBCKOTO Kpasl.

Pacckaxure, nouemy Bbi 3axorenu cratb Bpauom?
41 BeIpOCIIa B MEIUIIMHCKOM Ccpelie, TTO3TOMY BOIIPOC: «KeM CTaTh?» 0CcTpo He cTosil. C IeTcTBa MeuTaaa HayYuThCs
pa3roBapuBaTh HA HEMOHSITHOM PeOEHKY «MEIULIMHCKOM SI3BIKE».

Kaxkoe coobrTe B Bameii npogeccuonaibHoii neareabHocTi Bbl cunTaete Hanbosiee 3HAYMMbBIM?

M3 ocTpo 3aITOMHUBIIETOCS B MOCH ITpakKTHUKE — 3TO, HABEpHOE, CII0BAa MOETO yUnTesisd TaThbsIHB BiagmMupoBHEI
Ipsinckoii (1962—2014), KoTopble OHA MPOM3HECIA ITOCJIE TOr0, KaK CTA0MIN3MPOBAIACh MO [IepBast TsKes1asl MaleHTKa
C OCTPBIM JICITKO30M — JEBYIIKA-TIOAPOCTOK: «I103MpaBIIsiio, Thl CTAHOBUIIILCS BPAUOM...».

O uem Brl meuTaere?

Tak Kak a1 Bpady-KIIMHULOUCT, MEYTAIO O TOM, qTOOBI Bpad MOT ITO3BOJIMTH IMMOCBAILLIATH cebsa INalilMeéHTaM, a HE ropamM
6YM8.)KCK. A €€ MEYTar0, KOHECYHO K€, O TOM, UT! 0OBI JOCTM2KECHUA U IIPOPLIBLI B o0JyiacTy JieueHUu s ,Z[CTCKOﬁ OHKOJIOTUUA
IIPOUCXOOANTIN M JAJbIIEC — CTPEMUTCIBbHBIMU IIaraMm IIpOABUIaJIMChb BIIEPECHd, a ITOMOIIb ObL1a ,E[OCTy1'[HOI71 BCEM
IMalfMeHTaM.

Hawe coo6wectso — geatenbHocts POLAOL // Our community — activities of the RSPOH
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Bpay-nefuamp, femcKuii OHKONOr, reMamonor, 3aBeflyiowas AemMCKUM OHKONOrUYecKuM
ompenexuem FAY Pecny6nuku Caxa (Akymus) <Pecny6nukanckas 6onbHuua Ne 1 -
HauuoHanbHblil ueHmp MeAuUUHbI» Caproinana AanacbesHa Kongpambesa

Ponunack B SIKyTcKe B cembe ciykalux. B cembe ObU10 MSITEPO AeTel, U3 KOTOPBIX
SIBIISITIAch cTapieil. OTell paHO YIIel U3 3KU3HM ITOCIe TIPOIOJLKUTEIBHOI O0JIe3HM.
C mercTBa B CBSI3M C 0OJIE3HBIO OTIIA MEYTajla CTaTh MEOWULIMHCKUM pPaOOTHHUKOM,
TIOMOTATh CITacaTh XXM3HU JTIOACH.

OKoHYMJIA CPETHIO0 KOy B 1981 T. B 111KO01€ TI0OMMBIM TIPEIMETOM OBbIIIa XUMUS.

[Tocte OKOHYAHMST IIKOJIBI paboTajla CAHUTAPKOM B KIIMHUYECKOU J1Tab0paTopuu
HoUKIMHUKY N 1, e moMoraia MeIcecTpaM ITPOBOANTE aHAIM3E MOYHM Ha HAJIMIKe
0elKa, KACIIOTHOCTD, M3MEPATh YAEIbHBIN Bec. CMOTpeIa B MUKPOCKOIT Ha KIICTKHU
KpOBH.

B 1984 1 mocrymmia Ha neauaTpudecKuil (akyabsTeT  UMTHHCKOTO
TOCyIapCTBEHHOTO MEIUIIMHCKOTO MHCTUTYTA, KOTOPHI OKOHYMIa B 1991 .

TpymoByto HesITeIbHOCTh HauMHAjda YJYaCTKOBBIM IIEAWMATPOM  JIETCKOI
nomukimHUKY Ne 3 1. fkyrcka. B Te BpeMeHa yJacTKOBBIX MEeIMaTPOB HE XBaTallo,
TO3TOMY IIPUXOAWIOCH BECTH IO 2—3 yJacTKa.

C 1995 1. paboTana memraTpoM IPUEMHOTO OTAeHeHUS JIeTCKOM pecITy0IMKaHCKOM 00 IbHUIIE. PaboTaTh TaM OBLITO
WHTepecHO. S yBUIena Bech CIIEKTp 3a00JIeBaHU meauaTpui. DTO ObLIa XOpollas IMKoja 1Mo auddepeHInaIbHON
IHWarHOCTHKe. PaboTas B mpreMHOM OTHCIICHUH, ST He BUIEIa KOHEYHOTO pe3yJIbTaTa, IIOCKOJIBKY He SIBISIIACh JICUAIlM
BpayOM TeX JIETeH, KOTOPHIX ST TOCIUTAIM3NpoBaia. M 3To 0CTaBIIsIIO IyBCTBO HEYIOBIETBOpeHHOCTH. Korma riraBHbI
Bpay JleTckoit pecrryomkaHckoit 6ompHuIIbl FOmmit Muxatimosid TapacoB ciesiai MHE IIPeUIOKEHIE ITPOUTH 00yUICHIE
Ha Bpaya-oTaJbMOJIOTa, sI 0TKa3alach, ITOCKOJBKY XOTeNIa CTaTh reMaTooroM. Ha 3To OH MHE OTBETHII, UTO OydeT
OYCHB TSDKENIO, ITOCKOJIBKY ITPaKTUYCCKM BCE ITallMCHTHI yMUpamT. Ha ToT mepmom cMEpTHOCTH OT OCTPOTO
JM(pOOIaCTHOTO JIcHiK03a ObIa 09eHb BEICOKOIA.

C 2003 1. paboTayia BpauoM-TeMaTOJIOTOM B OHKOTEMATOJIOTHMICCKOM OTAeIeHNH PecIrydnmkaHcKoit 60bHUIIE Ne 1.
VIMeHHO 31mech 5T TT0-HacTOSIIIeMy TIOIyBCTBOBAJIA ceOs BpadoM. B 3ToM oTaesieHnm, 61aromapst MOMM KOJIJIeTaM M HACTABHUKAM,
sI CTaJia CIeIMaIrcToM. Mol caMblif TJIaBHBIN HACTaBHUK — 3aBeylolas oTmesieHreM Mapus BacuseBHa CamapkuHa —
MYIpPBIi, OJIaTOPOIHBIN, MHTSJUTMTCHTHBIN yunTeIb. OHa Bcerma 3aHMMajlach HayqIHOU pabOoTOl: TO IMMcaja CTaThH, TO
yJacTBOBaJIa B HAyYHBIX UCCIIEAOBAHMSX, YBJICKasI 3a COOOI 1 Hac.

B 2007 . ipoIia crieiaaIn3aiiio Mo IeTCKOo OHKoIorui. C 3TOro MOMEHTA BCe AETH C OHKOJIOTUTIECKOIM COMMITHOMN
ITaTOJIOTHEH CTAJIN ITOJIyJaTh JISUYCHIE B OHKOreMaToormaeckom otaeseHnn [lemmrarpmaeckoro mieHTpa TAY Pecryommku
Caxa (dAxyrust) «Pecmyonmmkanckas OompHuMIa Ne 1 — HammoHambpHBIM IIEHTp MEIWIIMHEBE». PaHee metwm co
3JI0KaYECTBEHHBIMM HOBOOOPA30BAaHUSMU JICUWINCHh B OHKOJIOTUYCCKOM OTACICHUM IJIST B3POCIIBIX, TIIe OBLIO BCETO
5 KoeK. MHOTHX IeTeil TOTma OTIPaBIIsUIA B MeAUIIMHCKIE yupexkneHuss MockBbel n CankT-IletepOypra.

C 2011 r gBnsIOCH 3aBemyIolieil AETCKMM OHKoyormueckuM otaeneHneMm [AY Pecryonmuku Caxa (Sxyrtus)
«Pecrrybmkanckast 6ompHMIA No 1 — HalmoHanbHBIN IIEHTp MEOWIIMHBI», Bpad BBICIICH KBaIM(PUKAITMOHHON
KaTeTOpUM II0 JETCKOM OHKOJIOTMM, TEeMAaTOJIOTWH, MenmaTpwu. HarpaxiaeHa HarpygHBIM 3HAKOM «OTIMIHHK
3npaBooxpaHeHus Pecrryomuku Caxa (SIkytus)», [TogeTHO# rpamoToit MUHHCTepCTBa 3apaBooxpaHeHmsT Poccuiickoi
Denepannn.

Pacckaxure, nouemy Bbi 3axorenu crarb Bpauom?
BpauoMm meuTana ctath C IETCTBA, MOTOMY YTO MOI OTell CWJIbHO OOJIe] U yMep B MOJIOAOM Bo3pacte. A xoTena
TIOMOYb €My U IPYTUM JIIO/ISIM TTOCKOpPee MOOeANTh 00IEe3Hb.

Kaxkoe coobrTe B Bameii npodeccuonaisHoii nedareabHocTi Bbl cunTaete Hanbosiee 3HAYMMbBIM?
3HAUYMMBIM SIBJIIETCS] OTKPBITHE JIETCKOTO OHKOJIOTMUYECKOTO OTIeIeHUs B Hanieit Pecriyonuke — ¢ 2008 T. Bce netn
CTaJv MOJIyYaTh CIICIMAM3UPOBAHHYIO TTIOMOIIb, He TTIOKKUIAs peaeibl SIKyTuu.

O yem Bbi meuraere?

Meurato, 4TOObI He O6bLIO BOWH 1 HacTynuj MUWP. MeuTato, 4ToObI 1€TCTBO ObLIO B MIPUOPUTETE U BCE CTAPATUCH
chenath IJIST HAX BCe caMoe JIydilee, B TOM 4uciae W B MeauinHe. He Ha cioBax, a Ha geme! UToOBI, HAKOHEI-TO,
IMOSIBWJIACh TIpOTpaMMa IO IETCKOM OHKOJIOTUM M TeMAaTOJOTMH, KOTOpas BKJIIo4ana OBl B cebs Bce, HAUMHAS OT
JIEKapCTBEHHOTO 00ECIIEUCHMS, 1O HOBEHIIIETO MEIUITMHCKOTO 000pYI0BaHMS I COBPEMEHHBIX METOIOB TMATHOCTUKA.
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3asepyowasa ompeneHueM oHKoremMamonoruu gna gemei MHcmumyma HeomnoKHoi
U BOCCmMaHoBumenbHoii xupypruu um. B.K. l'ycaka, BHewmamublii cneyuanucm Munsgpasa [HP
no remamonoruu neguampuyeckoro npochuna Ceemnana AnexkcangposHa Ongawesa

Oxkonumna B 1991 . JloHeUKWiT TrocymapCTBEHHBIM MEIWIIMHCKWI WHCTUTYT
uM. M. Topbkoro. Ilocine okoHuanuss uHcTUTyTa ¢ 1991 1o 1992 r mpoxomuia
nHTepHaTypy B O0IaCTHOH IeTCKOM KIMHWYeCKOoi bonpHUIIE T. JJoHenka. [Tocie ee
OKOHYaHUA padoTayia BpauoM-OpAMHATOPOM OTAEJICHUSI OHKOTeMAaTOJIOTUHN JIJIST IeTe
(OOTI'l) MuCcTHTYTAa HEOTIIOXKHOM U BOCCTaHOBHUTENIbHOM Xxupypruu uM. B.K. Iycaka
(MHBX). B 1993 1. mpoxoamia crieaIn3aIiio 1Mo IeTCKOI reMaToiorui B KiieBckom
WHCTUATYTEe ycoBepineHcTBoBaHUS Bpaueil. C 1992 mo 2003 1. paboTtana B JloHELIKOM
OHKOT'€MaTOJIOTMIECKOM IIeHTpe JIOHEeIKOro 00JaCcTHOTO JIeUYCOHO-KIMHUIECKOTO
oobeauHeHMS (JIOJIKO; 6B1BIIce HazBanne MHBX) BpauoM-opanHATOpOM.

B 1996 r. o nuHuu «O61ecTBa Apyk0bl boxym—JloHEK» B TeueHUE 2 MECSLIEB
HaxonwmIach Ha OOy4CHMHM Ha pabodYeM MeCTe B OTAEJICHWU OHKOTEMATOJOTUM IIJIST
JIeTell B YHUBEPCUTETCKOM KIIMHUKeE T. DcceH (3amamHas [epmanus).

C 2003 o 2005 1. pabotaia B [opoacKoii IeTCKO# KITMHUYeCcKoit 6ombHmUIIe No 1
I. JloHelIKa B TODKHOCTH TOPOACKOTO Bpaua-aeTcKoro rematojora. C 2005 1. 1o aBrycT
2014 1. paboTajna BpauoM-IeTCKIM TeMaTOJIOTOM KOHCYIbTaTuBHOTO TIprema OOI']
MHBX. B cents0pe 2014 1. B CBSI3M ¢ COOBITUSIMU Ha IOTO-BOCTOKE YKpaWHBI Ilepeexaia
B I. 3amopoxne, rme padoTayia B TEUCHME Tofa BpadyoM-TeMAaTOJOTOM OTICJICHUS
TeMaTOJIOTUH 3aIOPOKCKOI 00JIaCTHOM AETCKOM OOIBHUIIH.

B cenTsa6pe 2015 . BepHYyTack B JJoHEIK, TOe padoTasa BpauoM KOHCYJIBETaTUBHOTO IIpHieMa M BpauoM-OpINHATOPOM
OOI'’TI MHBX. C Hos16pst 2018 1. 110 ceHTsIoph 2019 . McnomHsa oosi3anHoCcTH 3aBeaytomieit OOI, ¢ ceHTsOps 2019 .
3aHMMAI0 JOJKHOCTD 3aBEIYIOIICH TaHHBIM OTICICHIEM, SIBIISTIOCH BHEIITATHBIM cIieliranrucToM Munsapasa JIHP mo
TeMaTOJIOTUH TTeANAaTPUICCKOTO TTpodrIsi. MMeto BBICIIYIO KATETOPHIO TI0 CTICIIHAIBHOCTH «TeMaToIoTus» ¢ 2004 1.

Pacckaxure, nouemy Bbi 3axorenu crarb Bpauom?

$1 MedTana ctaTh BpauoM C IETCTBA, IIOTOMY UTO MOSI MaMa paboTajia 3aBeAyIOIe OTIeIeHEeM TeTCKUX MHMEKITNA
1 BCE MOE IIETCTBO IIPOIIIO0 Y MaMbI Ha padore. OHa MHOTO paboTaia M IIPSIMO M3 IIKOJIBI S IIa K HEeil B OOJIBHMUILY.
Hpyroro Beidopa mmpodeccuu s maxe He TIpeacTapisuia. [IpaBoa, B TeMaTOIOTHIO ST TIOTIaia IT0 CTeYCHUIO 00CTOSTEIILCTB.
Bo BpeMmsT TIpoxoxXIeHUsS MHTEPHATYpBl MEHS 3aMeTuia 3aBeayromast 11 comatnueckum otmeneHneM OO0JIacTHOM
JIETCKOI OOMBHUIIHI I. JIoHeIKa 1 IIpeIIoXIIa paboTaTh B HOBOM OTAEJeHUN. B To BpeMst reMaToorndecKue 00IbHbBIC
HaXOIWINCh TaM COBMECTHO C meauaTpuuecknMu nanueHTaMu. B 1991—1992 rT. neTckast reMaTonorus B YKpauHe
ObUTa BBHIIE/ICHA B OTHCIBHYIO CIY:KOY M Hallla 3aBeAyolllasl pelllija BOIIPOC O CO3MaHMHU OTIEIBHOIO IETCKOTO
oHkoreMaroyiormueckoro eHrpa (JIOI') 8 JOJIKO — 60ibI0it MHOTOIPOMUIBHOM O0JIBHUIIE 00JIACTHOTO YPOBHSI.
PykoBomgurenem JOJIKO 6511 mpodeccop B.K. Iycak. Exatepuaa BukTtopoBHa BunbueBckas, 3aBemyromias JOI'LL,
nMeJia TeCHBIEe CBsI3U ¢ «O01ecTBOM Ipy:K0bl boxym—J/loHenK», 4epe3 HUX COCTOSIICS KOHTAKT ¢ YHUBEPCUTETCKOM
KJIMHUKOH TI. DcceHa, a UMEHHO ¢ IIpodeccopoM XaBepcoOM — PYKOBOIUTENIEM ACTCKONM OHKOIeMAaTOJOTMYCCKOM
KIMHUKU. Bpaun HaIIero oTaeaeHNsS BMECTe ¢ HEKOTOPBIMU MEIUIIMHCKUMHU CECTPaMU €XKETOTHO TTPOXOIMIIN TaM
CTaXXMPOBKY Ha paboueMm MecTe. biaaromapst takoMmy TecHoMy coTpyaandectBy JOI'Ll omAUM 13 TIepBHIX B YKpanHe
HayvaJl BHEIPCHNE B KIMHUICCKYIO IIPAKTUKY IIPOTOKOJIBHOM TepaIlni OCTPBIX JICHKO30B, a 3aTeM U TUMMOM y JeTei

o iporpamMe BFM. MuI epBeIMU B YKparHe HaUMHAIN JICYeHUE OCTPOro JIMMGbOOIACTHOTO JIeK0o3a y IeTelt 1Mo
rporokony ALL-BFM-1998.

Kaxkoe coobrTe B Bameii npodeccuonaibHoii nesareabHocTi Bbl cunTaete Hanbosiee 3HAYMMBIM?
HaBepHoe, cTaXXWpOBKY B YHUBEPCUTETCKOM KIMHUKE I. DcceHa. Bbbuto oueHb TpyaHO (MTPEOm0IeTh SI3BIKOBBIT
Gapbep), HO 6e3yMHO MHTEPECHO M TIOJIE3HO.

O 4yem Bbi meuraere?

Koneuno, o Mupe. OueHb XOUETCS COXPAHUTD KOJUICKTUB OTICICHUS, BIINTh B HETO MOJIOABIC Kaaphl, OOYIUTH UX,
IMOBBICUTH KBaIM(UKALINIO caMuM. be3 OOMBIINX TPYyIHOCTEH IepeiiTM Ha HOBBIE (DOPMBI paOOTHI, IIPHHSITHIC
B Poccuiickoit Penepanmi, 0COOCHHO 3TO KacaeTCs CTPaxoBOI MeIUITMHEL. 711 Hac 3To ferra incognita. O9eHb XOUETCS
BBIATH Ha HOBBI YPOBEHB — B OYAyIIIeM BHEIPUTD TPAHCIUIAHTAIIMIO TEMOITOTHICCKIX CTBOJIOBEIX KJIICTOK B JloHEeIKe.
Bnepenay oueHb MHOTO paboTHI!

Hawe coo6wectso — geatenbHocts POLAOL // Our community — activities of the RSPOH
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lpaBuna ans aBTOpOB COCTaBNEHbl HA OCHOBE U C yueToM «benoii KHUrK
(oBeTa HayuHbIX pedakTopoB 0 COOI0AEHNIN MPUHLUNOB LIENOCTHOCTH NybnmKa-
LMil B HAyYHbIX XypHanax, obHosneHHaa Bepcua 2012 r.» (CSE's White Paper on
Promotion Integrity in Scientific Journal Publications, 2012 Update), «EauHbix
TpeboBaHWil K pyKonucam, NpeaocTaBnAemMbiM B OMOMEAMLMHCKIE XypHabl»
(Uniform Requirements for Manuscripts Submitted to Biomedical Journals), pa3-
paboTaHHbIx MeXayHapoaHbIM KOMUTETOM PefiakTOpoB MeAMULMHCKIX XKypHa-
nos (International Committee of Medical Journal Editors), n «PekomeHgaunit no
NpoBefeHt0, ONUCAHMI0, PeLAKTUPOBAHMIO 1 NYOANKALM Pe3yNbTaToB HayuHOIA
paboTbl B MeAMLMHCKUX XypHanax, Aekabpb 2016» (ICMJE Recommendations
for the Conduct, Reporting, Editing and Publication of Scholarly Work in Medical
Journals, December 2016).

Mpu opopmnennn cTateit Ana nyénukaumm B «Poccuiickiii XypHan LeTckoi
reMaTonorn 1 OHKONOTUM» ClIefyeT PYKOBOACTBOBATHCA HUDKECEAYHLAMIA
npasunamu.

1. (TaTbA A0MKHa ObITb NpefCTaBNeHa B NEKTPOHHOM BIAe (TEKCT CTaTby (O
CNUCKOM IUTEPATYPbI, TaBNMLbI, rpad KK, PUCYHKIA, MOAMACK K PUCYHKAM, PE3ioMe).

LWpudt — Times New Roman, 14 nyHkToB, uepe3 1,5 untepsana. Bce crpaHuup
LOMKHbI ObITb MPOHYMEPOBAHbI.

2. Ha nepBoit cTpaHuLe JOMKHO ObITb YKa3aHO: Ha3BaHWeE CTaTbU, UHULMANbI
1 Gamunun BCex aBTOPOB, MONHOE Ha3BaHMe YupexaeHna (yupexaeHnii), B KoTo-
pom (KoTopblx) BbINoNHeHa paboTa, ero (1x) MoMHbIA aApec ¢ yKkasaHuem UHAEKCa.
06s3aTeNbHO YKA3bIBAETCA, B KAKOM YUpeXXAeHNI PabOTAeT Kaxkblii U3 aBTOPOB.

(taTbA 4OMKHa ObITb NOANKCaHa BceMy aBTopamu. 06s3aTeNbHO NpejocTaBe-
Hue HdopmaLm 060 Bcex aBTopax Ha PycckoM M aHTNICKOM A3bIKaX: Gamunus,
WM, 0TYECTBO MONHOCTbIO, KOHTAKTHbIE TeNedoHbl, paboumii appec ¢ ykasaHuem
UHAEKCA, GaKC, afpec INEKTPOHHON MOYTbl, 3aHUMaemble JOMKHOCTY, yueHble
crenenn u 38aHus, ORCID, ResearcherID, SPIN-kop. Mpu otcyTcTBumM Homepa ORCID
€ro HeoOXOAMMO MONYYMTb, 3aperucTpupoBaBLLUMCH Ha caiiTe https://orcid.org/.
OTpenbHo Heo6XoAMMO OTMETUTb aBTopa (aBTOPOB), C KOTOPbIM pefakuua bymet
BeCTU nepenucky. Takxe HeobXxoAnMo 3anonHuTL pasgen «Bknap aBTopos» (paspa-
60TKa u3aiiHa CTaTbi, CO0P AAHHDBIX, aHANM3 HAY4YHOTO MaTepuana, aHanu3 nony-
UYEeHHbIX laHHbIX, 0630p Ny6AMKaLyil o TeMe CTaTby, NOAFOTOBKA CMIACKA NUTEpaTY-
Pbl, HanKcaHue TeKCTa pyKONUCK, COCTaBEHIe Pe3ioMe, HayuHaA pefakLma CTaTby,
MOAFOTOBKA BYU3yani3aLiui MALNEHTOB U T. .), @ TAKXKe NPeoCcTaBUTb MHGOpMaLio
0 KOHNIUKTE UHTEPECOB M GUHAHCMPOBAHMN — HA PYCCKOM W QHTAINIACKOM A3bIKaX.
B pasgene «bnarogapHocTi» MOXHO YKa3aTb NIloieid, KOTopble y4acTBOBaNM B pabo-
Te Hajl CTaTbeil, Ho He ABNAKTCA ee aBTOPaMI.

3. 06bem cTaTeli: opurnHanbHaa CTatba — He Gonee 18 cTpaHuu; onuca-
HUe oTAeNbHbIX HabniofeHuii, 3aMeTKN U3 NpakTUKk — He Gonee 7 CTpaHuu;
0030p nuTepatypbl — He 6onee 25 CTpaHuL; KpaTkue COObLiEHUS U MUCbMa
B PeAAKLMI0 — 3 CTPaHULbI.

(TpyKTypa OpUrMHANbHOI CTaTbU: BBEJEHNE, LieNb UCCNef0BaHNA, MaTepuab
1 MeTOZbI, Pe3y/bTaTbl UCCNEA0BAHIA 1 X 0OCYKAEHNE, 3aKNIoUeHNe (BbIBOADI).

K cTatbam J0mKHO ObITb NPUNOXKEHO pe3tomMe Ha PYCCKOM UM aHTNiicKom
A3blKax, 0Tpaxalollee cofepxaHue paboTbl; ANA OPUTUHANBHBIX CTaTel — CTpYK-
TYpMPOBaHHOE pe3ioMe (BBeAeHUe, MaTepuanbl U MeToAbl, pe3ynbrathl U T. .).
06bem pestome — 1500—5000 3HakoB ¢ npobenamu. KonmuectBo KntoueBbix (0B
JI0MKHO COCTaBAATL 0T 5 40 12.

3anpelyaetca ny6nukoBatb Niobyio MHGOPMALMIO, MO3BONAILLYIO UAEHTUM-
LMpoBaTb 60MbHOTO (yKa3biBaTb €ro MA, UHNLMANbI, HOMepa NCTopuii GonesHn Ha
dotorpaduax, npu cocTaBneHNN oNUCaHNiA KNMHUYECKUX CTy4aeB), 3a UCKNKYEHN-
€M TeX CNyyaeB, KOrfia OHa NPeACTaBNAeT 60/bLUYI0 HAYUHYIO LIEHHOCTb WK 60Mb-
HOIA (€ro poAMTENY MW ONMEKYHbI) Aan Ha 3T0 MCbMEHHOE COacie, 0 Yem CleflyeT
000LLaTb B TEKCTE CTaTbI.

4. inniocTpaTuBHbIA MaTepuan:

« oTorpaduu LOMKHbI ObITb KOHTPACTHBIMU; PUCYHKM, TPaduKK 1 Anarpam-
Mbl — YETKUMY;

« (QoTorpaduu NpeAcTaBNATCA B OpPUTHane WA B INEKTPOHHOM Bufe
B dopmarte TIFF, JPG, CMYK ¢ pa3peLueruem He meHee 300 dpi (Touek Ha Atoiim);

« BCE PUCYHKM IOMKHbI ObITb NPOHYMepOBaHbI 1 CHA6eHbI NOAPUCYHOUHbI-
MU IOANUCAMM Ha PYCCKOM U aHTNIACKOM (Mo BO3MOXKHOCTH) A3blKax. Ha pucyHke
YKa3bIBAIOTCA «BEPX» U «HU3»; DParMeHTbl pUCyHKa 0003HAUAIOTCA CTPOYHBIMA
bykBamu pycckoro andasuTa — «a», «6» u T. . Bce cokpalyeHus n 0603HaueHus,
1CMONb30BaHHbIE Ha PUCYHKE, ZOMKHDI ObITb paclundpoBaHbl B NOAPUCYHOUHOI
noanuci. TeKCT pUCYHKa J0KeH ObiTb nepeBefieH Ha aHMNIACKI A3bIK;

« BCe Tabnuubl JOMKHbI ObITb MPOHYMEpOBaHbI, UMeETb Ha3BaHue. Bce
COKpaLLEHNA paclundpoBbIBaOTCA B NpUMeyaHunn K Tabnuue. Cnepyet nepesecty
TEKCTOBbIE JaHHbIe TAONMLbI HA AHTNIACKIIE A3bIK;

« CCHUTKM Ha TabnuLbl v PUCYHKM NPUBOAATCA B HAANEXALLMX MeCTax no TeK-
\ay CTaTb B KpyrAbIX ckobKax (puc. 1, 7abn. TuT. a.).
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5. EnmHuubl usmeperuit saiotca B (Y. Bee cokpalexna (abpesuatypsl) B TeKN
CTe CTaTby JOMKHbI 6bITb NONHOCTbIO pacluMPOBaHbI MPU NepBOM ynoTpedneHny.

Ha3BaHuA reHoB BbIAENAKTCA KYPCMBOM, Ha3BaHUA GENKOB MULLYTCA 06bIY-
HbIM WpNGTOM.

6. K cTatbe fomkeH ObiTb NMpUNOXeH CMUCOK LUTMPYeMOIl nuTepaTypel,
B KOTOPbIii BKIIOUAKTCA TONBKO PeLieH3Ipyemble UCTOUHUKM (CTaTbu U3 HayUHbIX
YPHaNoB 1 MOHOTpaduy), ynomuHaloLmecs B TekcTe. HexenatenbHo BKOYaTh
B CTIMCOK IUTepaTypbl aBTopedeparsl, Ancceptauuu, yuebHukm, yuebHble nocobus,
[0CTbl, maTepuansl, ony6nukoBaHHble B pa3nnuHbIx CHOpHUKaX KOHepeHuuii,
Cbe3/40B 1 T. ., IHHOPMALMIO C CAliTOB, CTaTUCTUYECKIE OTYETbI, CTaTby U3 raser,
6710roB 1 pasnnuHbIX CaiiToB. 0GOpMAAIOT CNUCOK CNeyIoLMM 06pa3om:

« CNNCOK CCbINOK NPUBOAUTCA B MOPAAKE LUTUPOBAHUA. Bce MCTOUHMKM BOMKHBI
6biTb MPOHYMEPOBaHbI, @ UX HymMepauua — CTPOro COOTBETCTBOBATb HyMepaLuy
B TeKcTe cTaTbyt. (Cbinki Ha Heomy6nMKoBaHHble paboTbl He AonycKatoTcs;

« [N1A KAXZ0T0 UCTOYHUKA He0OXOAMMO YKa3aTb GaMUANI U MHULMANbI BCeX
aBTOPOB;

« MIPU CCINIKE Ha CTaTby U3 XKypHaNoB yka3blBaloT Takxe Ha3BaHue CTaTby,
Ha3BaHUe XypHana, rog, ToM, HOMep BbIMycka, HOMepa CTpaHuL. Bce ccbinku
Ha ypHanbHble nybnukauum gomxHol cofepxatb DOI (Digital Object Identifier,
YHUKaNbHbIA LNOPOBOIl naeHTUPUKaTop cTatbit B cucteme CrossRef) unu PMID
(kop cTatbu B PubMed). MpoBeputb Hanuume DOI cTaTby MOXHO Ha caiitax
https:/search.crossref.org unu https://www.citethisforme.com. [lna nonyuexua
DOI HyHo BBECTI B MOMCKOBYI0 CTPOKY Ha3BaHMe CTaTby Ha aHTAMACKOM A3bIKe;

« MIpN CCbINKe Ha MOHOrpaduy yKa3blBalOT Takxe MOMHOE Ha3BaHWe KHUTW,
MeCTO 3[aHNA, Ha3BaHue N31aTeNnbCTBa, Fof U3LaHNA;

« PV CCbIKe Ha AaHHble, MONYYeHHble 13 IHTepHeTa, YKa3blBaloT NeKTPOHHbIN
afpec uMTMpyemoro UCTOYHIKa, Hanpumep: [leTckan oHKonorua: 75 % fieTeli Bbi34o0-
paBnuBatoT. [dnekTpoHHblit pecypc]: https://www.rakpobedim.ru/forum/blog/38/
entry-19 (nata obpawenua 20.08.2018). [Pediatric oncology: 75 % of children
recover. [Electronic resource]: https://www.rakpobedim.ru/forum/blog/38/entry-19
(appeal date 20.08.2018). (In Russ.)].;

- No npaBunam, yuutbialowmum TpeboBaHua Web of Science u Scopus,
6ubnuorpaduueckne CNUCKM BXOAAT B aHIMOA3bIYHBIA ONOK CTaTbi U, COOT-
BETCTBEHHO, JOMKHbI ObITb NepeBefieHbl HA aHTMNIACKMIA A3bIK. AHIMOA3bIYHAA
yacTb 6ubaMorpaduueckoro oMMCaHNA CCbINKM pasMeLLaeTca HenocpeaCTBeHHO
noc/ie PyCcKoA3bIYHOM YacTi B KBajpaTHbIX ckobkax. Hanpumep: [Korman D.B.
Fundamentals of antitumor chemotherapy. M.: Prakticheskaya meditsina, 2006.
512 p. (In Russ.)] unu [Osipova A.A., Semenova E.V., Morozova E.V. et al. Efficacy
allogeneic hematopoietic stem cell transplantation with different conditioning
regimens in pediatric myelodysplastic syndrome. Rossiyskiy zhurnal detskoy
gematologii i onkologii = Russian Journal of Pediatric Hematology and Oncology.
2017;4(2):70-7. (In Russ.)].

+ Bce ccbInky Ha nuTepaTypHbIe UCTOUHNKN B TEKCTe CTaTby NeyaTaloTca apab-
CKAMK Ludpamu B KBaapaTHbIX ckobkax (Hanpumep, [7]).

+ Konuyecto uutupyemblx pabot: B OpurnHanbHbIx CTatbax He Gonee 20—25
CTOYHIKOB, B 0630pax NuTepaTypbl — He 6onee 60, B nekuuax — He bonee 15.

7.MpencTaenexue B peaaKLmio paHee onybavKOBaHHbIX CTaTeli He foMycKaeTcA.

8. Bce cTatby, B TOM Uncsie NOAroTOBNEHHbIE aCMMPAHTaMU 1 COUCKATENAMM
yueHoii CTeNeHN KaHAMAaTa Hayk no pesynbratam coBCTBEHHbIX UCCNefO0BAHMIA,
NPUHUMAIOTCA K Neyatin 6ecnnatHo.

(TaTby, He COOTBETCTBYHLME AaHHBIM TPeOOBAHNAM, K PaCCMOTPeHUI0 He
MPUHIMAIOTCA.

Bce noctynatowne cTaTby pewien3upyiotca. MpucnaxHble mMatepuanbl 06pat-
HO He BO3BPaLLAtOTCA.

ABTopbI, Ny6NMKyloLLMe CTaTbI B XypHane, COrNALLAKTCA Ha CnepyloLlee:

+ aBTOPbI COXPAHAIOT 3a €060/ aBTOPCKIe NPaBa v NpefoCTaBNAIT XypHany
npaBo nepBoil nybnukauun pabotbl, KOTOpas no ucteyeHnn 6 MecaLes nocie
nybnuKkaumn aBToMaTuecku NULeH3MpyeTca Ha ycnosuax Creative Commons
Attribution License, koTopas no3sonseT Apyrvm pacnpocTpanATh AanHyto paboty
€ 0693aTeNbHbIM COXPaHEHUeM CCbINOK Ha aBTOPOB OPUTMHANbHOI paboTbl 1 0pu-
TUHANbHYto Ny6MKALMIO B 3TOM XypHane;

+ aBTOPbI MMeIOT NPaBo pa3meLLaTb cBoto paboTy B cetnt WHTepHeT Ao n BO
BpeMA NpoLiecca paccMOTPeHUA ee pefakLinell XypHana, TaK Kak 3To MOXeT npu-
BECTU K MPOAYKTUBHOMY 00CYKA€HMI0 11 60NbLUeMY KONMYECTBY CCHINOK Ha JaH-
Hylo paboty (cm. The Effect of Open Access).

Penakums ocTaBnseT 3a coboil NpaBo Ha peiakTPOBaHHe CTaTei, NpeAcTaB-
NeHHbIX K ny6aukaum.

ABTOpbI MOTYT MpUCHINGTL CBOM MaTepuanbl Ha 3NeKTPOHHbIA ajpec
info@nodgo.org c 06A3aTenbHbIM yKka3aHuem Ha3BaHuA XypHana.
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