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lenamouennronapnas kapyunoma (T'L[K) — pedkas nepsuunas onyxoavb hneueHu y demeli U HOOPOCMKO8, XApaKmepusyruascs
HeOna2onpusmMHsIM NPOSHO30M.

Ileav uccaedosanusn — oyeHka KAuHUUECKUX XAPAKMEPUCMUK, MAKMUKU AeYeHUs U ucxodoe y demeil u noopocmkos ¢ I'l[K, a makace
8blsiGNICHUE (YAKMOPOB, BAUSIOULUX HA BbIJICUBACMOCHb.

Mamepuaavt u memoowt. Ilposeder pempocnexmuenwiii anarus 39 nayuenmos é 6o3pacme om 4 do 16 sem ¢ eucmonocuuecku
noomeepocoennoil 'K, nosyuaswux nevenue uiu Koucysvmamuenyro nomoub 6 HMUIL] JTOH um. JImumpus Poeauesa 3a nepuod
2012—2023 ee. Hzyuaauce demoepaghuueckue u KauHuveckue 0COOEHHOCMU, HAAUMUEe NPeopacnoNdeaouux cOCMosHUL, A1a60pamopHble
noxkazamenu, pacnpocmMpaHeHHoOCms 0nyxonegoeo npoyecca no cucmeme PRETEXT, xapakmep u obsem Xupypeuueckoeo
eMeulamenbcmea, a maKice cxemol AeKapcmeeHH020 AeHeHusl.

Pesyasrarbl. Meduana éo3pacma cocmaeéuna 133,5 mecsauya (11,1 200a; pazopoc — 49, 7—199,4 mecaya). CoomHouenue marvuuxu:0e604Ku
obi10 pasno 1,1:1. Y 77 % nauuenmos T'IIK paszeunacsy de novo, y 23 % — na gone npedpacnosazaruux cocmosHuil (waue éceeo Ha
one xponuueckozo eenamuma B). Kiunuueckas kapmuna Ovina npeumywecmeenno necneyugpuunoil, a ¢ 28,9 % cayuaes onyxonw
00Hapyscusanacy cay4aiino. Yposens a-gemonpomeuna 6oin 6 Hopme y 45% nayuenmos, npeumyu,eCmeeHHo npu GuopoIamestspHom
sapuanme.

Cmaouu PRETEXT I11—-1Vnatawdaaucs y 60 % demeii, y 18 % evisi61enbl omdanennvie memacmaswt. [amunemusis 00uas eblocueaemocms
(OB) cocmasuaa 37 %, beccobvimuiinas gviycusaemocms — 26 %. Hanuuue memacmaszos 0vb10 CMamucmu4ecky 3HA4UMO C853aHO
¢ xyouwum npoenosom: S-nemusss OB npu omcymemeuu memacmazos — 45 %, npu ux nasuvuu — 0 % (p < 0,001). Cmamucmuuecku
3Hayumoeo eausnus cmaduu no PRETEXT u eucmonoeuueckoeo muna onyxoau Ha nokazamenu OB u 6eccobbtmuiinoil evlocusaemocmu He
Habarodanoce.

Xupypeuueckoe nevenue (pezekyus uau mpaHcnAaGHmayus neenu) nposedeHoy 66 % nayuenmos, 0Ho npOOEMOHCIMPUPOBAN0 OOCMOEepHOe
eausHue Ha npochos: S-nemussn OB nocae onepayuu — 54 % npomue 0 % e epynne 6e3 xupypeuueckozo emeuwamenvcmea (p < 0,001).
Tpancnaanmayust neuenu NPOOEMOHCMPUPOBAAA MEHOCHUUN) K AVHUWUM De3yabmamam, 00HAKO pasiuuus ¢ pe3ekuyueil He Oblau
cmamucmuuecku sHavumsimu. Muuyuanvhas reuebHas makmuka (UWHUYUAAbHAS ONepayus uau GUONCUs ¢ nocaedyoueli Heoadso8aHmHol
mepanueti) maxice He NPOOEMOHCMPUPOBANA BAUSHUSL HA BbIJICUBAEMOCTD.

BeiBonbl. [enamoyenntonapuas Kapyunoma y 0emeii XapaKmepuzyemcs azpecCUusHbiM meeHueM U 4acmo OUaeHOCMUpyemcs Ha NO30HUX
cmadusx. Padukanbroe xupypeuueckoe Meuamenscmeo, 6KAOUAS. MPAHCHAGHMAYUI0 NeHeHU, Y YACMU NAUUeHMO8 0CIMAemcs OCHOBHbIM
¢axmopom, onpedeasrouum npoeHo3. /g yaryuuienus pe3yabmamos aeueHus Heo0Xo0uMbl panHss OUACHOCMUKA, 00CYJcOeHUe MaKmUuKu
6e0eHUs 8 UeHMPAx, CReYUANUBUPYIOUUXCS HA 2eNamMOOUAUAPHOI XUpYpeull, U y4acmue nayueHmos 0emcKo020 803pacma 8 MHO2OUEeHMPOBbIX
KAUHUMECKUX UCCAe008aHUSX.

KiroueBbie cioBa: réenaTouc/uIoJIApHad KapuuHoma, (1)1/[6p0JIaM€J'U[HpHaH KapuuHoMa, OE€TU, IMOAPOCTKHU, PE3CKUUA IICYECHU,
TpaHCIUIaHTalluA MEYCHU, XUMUOTEpaIusa

Jlng murupoBanus: bacaxanosa C.b., Axananze JI.I., Mouceenko PA., PaGaeaJI.JI., Jlesun I1.A., Metenun A.B., Illamounuk A.I1.,
3aitunkoB A.H., Konosanos [I.M., Pomun B.1O., Ckanenkos U.H., ®unun A.B., XKykos H.B., IpauyeB H.C., Kauanos /1.1O.
[enaroueoasgpHas KapLMHOMa y JeTel 1 MOJAPOCTKOB: pe3yJIbTaThl PETPOCIEKTUBHOIO aHaau3a. Poccuiickuii XXypHas AeTCKO
remMaToJIoruu U oHkojoruu. 2025;12(4):11-26.

Hndopmamus 06 aBTopax

C.b. BabaxaHoBa: Bpau-aeTckuii onkosior npuemHoro otaeaeHuss HMUL ATOU um. Imutpust Porauesa, e-mail: dr.sevil@yandex.ru;
https://orcid.org/0000-0002-3864-7403

I.T. Axananse: 1.M.H., 3aMECTUTEJIb [JIABHOTO Bpaya o XUpypruu, aupekrop MHcTuTyTa netrckoit xupypruu u oukosorun HMULL ATOU

uM. [imutpust Porauesa, e-mail: d.g.akhaladze@gmail.com; https://orcid.org/0000-0002-1387-209X

P.A. MouceeHKO: Bpau-Ie€TCK1I OHKOJIOT OTaeIeHUs] KimHuuecKoi oHkonoruu HMUL ATOU um. Imutpust Porauesa,

e-mail: doktor-moiseenko@yandex.ru; https://orcid.org/0000-0002-9654-084X

OpurunanbHble ucenepoBanus // Original studies



OpuruHanbHble ucenepoBanus // Original studies

2 POCCUICKIIA XXYPHAT 452025
POAOI [ETCKOW FrEMATOJIOMAW n OHKONOT W // Russian Journal of Pediatric Hematology and Oncology TOMAVOL. 12

JI.J1. PaGaeBa: K.M.H., 3aBeylollas OTAEJeHUEM OHKOJIOTUM U TeMaTojioruu crapitero Bozpacta HMUL ATOU um. Imutpust Porauesa,

e-mail: lilia.leonidovna.kazakova@gmail.com; https://orcid.org/0000-0001-9450-125X

T1.A. JleBuH: 3amecTuTeNlb HavyadbHUKa oTaena ouocratuctuku HMUL ATOU um. Amutpusi PorauyeBa, e-mail: pavel.levin@fccho-moscow.ru;
https://orcid.org/0000-0002-2410-1223

A.B. MetenuH: MiIaaluii HaydHbI COTPYIHUK oTaeeHus nepecaaku neuenn PHLIX um. akan. b.B. I[TerpoBckoro,

e-mail: alex2799757@gmail.com; https://orcid.org/0000-0002-2399-6811, SPIN-kon: 7733-1158, ResearcherID: 1050975

A.TI. lllanoyHMK: K.M.H., 3aBeIyIOLIUIi IeTCKUM OHKoJIorndyeckuMm otaeieHueM OOKO/I, e-mail: shapochnik@mail.ru;
https://orcid.org/0000-0003-0630-9618

A.H. 3aitunkos: 3aBeayoiunit onkosiorudeckum otaeneHuem OJKB Ne 1; https://orcid.org/0000-0002-0462-6591

J.M. KoHOBaJIOB: K.M.H., 3aBeIyIOLLMii nmartojoroaHaTomuuyeckum otaeseHueM HMULL ATOU um. Imutpusi Porauesa, e-mail: dmk_nadf@mail.ru;
https://orcid.org/0000-0001-7732-8184

B.}O. PomuH: Bpau-marosioroaHatom IarojoroaHaromuueckoro otneieHuss HMULL ITOW um. JImutpus Porauesa, e-mail: vit1982@list.ru;
https://orcid.org/0000-0002-9375-7517

N.H. CkaneHKOB: 3aBeylolI1ii OHKOJIOIMYECKUM OTaeeHrueM xupyprudyeckux meronoB PIKB — dunuana PHUMY um. H.U. ITuporosa,

e-mail: skapenkoff@mail.ru; https://orcid.org/0009-0003-0606-8954

A.B. ®uauH: 1.M.H., IJIaBHBIM HayYHBIN COTPYIHUK, 3aBeAyIONINi oTaereHreM repecanku redenn PHILX um. akan. B.B. IletpoBckoro,

e-mail: docfilin@inbox.ru; https://orcid.org/0000-0003-4205-5627, SPIN-koxa: 6926-5039, ResearcherID: 461517

H.B. XKykoB: 1.M.H., 3aBeyloll1ii oTae oM MexXaucuumimHapHoi onkosorud HMUL ATOU um. Imutpus Porauesa,

e-mail: zhukov.nikolay@rambler.ru; http://orcid.org/0000-0002-9054-5068, ResearcherID: 1-3833-2018, SPIN-kox: 8151-9305

H.C. Ipaues: n.M.H., npodeccop, reHepaibHblil aupekrop HMULL ATOU um. Imutpust Porauesa, e-mail: nikolay.grachev@dgoi.ru;
https://orcid.org/0000-0002-4451-3233

J1.10. KayaHoB: 1.M.H., 3aMeCTUTeJIb AUpeKTOopa MHCTUTYTa OHKOJIOTUY, PATUOJIOTUH U SIICPHOM METUITMHBI Y 3aBEAYIOIINI OTAEIeHUEM
kinHn4eckoit onkosnornu HMULL ATOU um. Imutpus Porayesa, e-mail: denis.kachanov@dgoi.ru; https://orcid.org/0000-0002-3704-8783,
SPIN-kox: 9878-5540

Bknaa aBTopoB:

C.b babaxaHoBa: pa3paboTKa au3aifHa CTaTby, COOp JaHHBIX, AHAINU3 TIOTYUYSHHBIX TAHHBIX U HAYYHOTO MaTepuaa, 00630p MyOIuKaIuii mo TeMe
CTaThM, HallMCAHUE TEKCTa PYKOIMCH, MOArOTOBKA CIKCKa JIUTepaTyphl, COCTaBICHHUE pe3loMe

I.T. Axananse, A.B. ®unun, H.C. [paueB: pa3paboTka KOHIICTIIINY HAYIHOU CTaTbU, OOCYKICHNE XUPYPTUIECKUX ACTIEKTOB ITPY HAITMCAHUY HAy4-
HOM CTaThU, HAYYHOE PEAaKTUPOBAHUE TEKCTA PYKOIUCH

P.A. Mouceenko, JI.JI. PabaeBa: pazpaboTka KOHLIENLIMY HAyYHO! CTaThbU, COOP JAaHHBIX, HAYYHOE PEAaKTUPOBAHKUE TEKCTA PYKOMTUCH

T1.A. JIeBuH: cTaTicTHUeCKast 00pabOTKa MOJTYyYeHHbIX JaHHbBIX TPU HATMCAHUU HAyYHOI CTaTbU, MOJATOTOBKA UJLTIOCTPATUBHOTO MaTepuaia

W.H. Ckanenkos, A.B. Metenun, A.I1. lllanounuk, A.H. 3aitunkoB: cOOp TaHHBIX, HAYYHOE PEIAKTUPOBAHUE TEKCTA PYKOIIUCH

.M. Konosasnos, B.}O. PoiuH: c60p JaHHBIX, 00CYKIEHUE TMCTOJIOTMYECKUX aCTIEKTOB NP HAIMMCAHUM HAyYHOM CTaThbU, HAyYHOE peJaKTHUpOBa-
HHE TeKCTa PyKOIHICU

H.B. XKykoB: HayyHO€ pYKOBOJCTBO, aHAJIN3 MOJYYEHHBIX JaHHBIX, HAyYHOE PeAaKTUPOBaHKE TeKCTa PyKOMUCH

[1.10. KayanoB: pa3paboTKa KOHIIETIIINY U TU3aliHa HAyIHOI CTaThbH, HAyYHOE W KIIMHIMYECKOE PYKOBOJICTBO, COOp MaHHBIX, aHATN3 HAYYHOTO Ma-
Tepuaa, aHajJu3 MOJIyYeHHbIX JaHHBIX, 0030p MyOIMKALMii 10 TeMe CTaTbU, MOATOTOBKA CIMCKA JUTEPaTyphbl, HAYyYHOE PElaKTUPOBAHUE TEKCTa
PYKOTICH

Hepatocellular carcinoma in children and adolescents: results of a retrospective analysis

S.B. Babakhanova', D.G. Akhaladze’, R.A. Moiseenko', L.L. Rabaeva', P.A. Levin', A.V. Metelin’, A.P. Shapochnik?,
A.N. Zaychikov’, D.M. Konovalov', V. Yu. Roshchin', I.N. Skapenkov’, A. V. Filin*, N.V. Zhukov', N.S. Grachev', D. Yu. Kachanov'

'Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia; *Orenburg Regional Children's Clinical Hospital; 22 Garankina St., Orenburg, 460060,
Russia; 3Sverdlovsk Regional Children’s Clinical Hospital No. 1; 32 Serafimy Deryabinoy St., Yekaterinburg, 620149, Russia; *Russian
Scientific Centre of Surgery named after Academician B.V. Petrovskiy, Ministry of Health of Russia; 2 Abrikosovskiy Per., Moscow, 119991,
Russia; > Russian Children’s Clinical Hospital — Branch of the N.I. Pirogov Russian National Research Medical University, Ministry of Health
of Russia; 117 Leninskiy Prosp., Moscow, 117997, Russia

Hepatocellular carcinoma (HCC) is a rare primary liver malignancy in children and adolescents with poor prognosis.

The aim of the study — to evaluate the clinical characteristics, treatment strategies, and outcomes in pediatric and adolescent patients with
HCC, and to identify factors influencing survival.

Materials and methods. A retrospective analysis was conducted on 39 patients aged 4 to 16 years with histologically confirmed HCC treated
and consulted at the Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology between
2012 and 2023. Demographic and clinical features, underlying predisposing conditions, laboratory findings, intrahepatic tumor spread
(PRETEXT staging), surgical interventions, and systemic treatment regimens were analyzed.

Results. Median age was 133.5 months (11.1 years; range 49.7—199.4 months). Male to female ratio was 1.1:1. HCC developed de novo in
77 % of patients, while 23 % had predisposing conditions — most commonly chronic hepatitis B. The clinical presentation was predominantly
non-specific, and in 28.9 % of cases, the tumor was discovered incidentally. Serum alpha-fetoprotein levels were within normal limits in 45%
of patients, particularly in those with fibrolamellar HCC.

Advanced intrahepatic tumor spread (PRETEXT stage II1—1V) was observed in 60 % of cases, and distant metastases were present in
18 % of patients. The 5-year overall survival (OS) was 37 %, and the event-free survival was 26 %. The presence of distant metastases was
significantly associated with inferior outcomes (5-year OS: 45 % in non-metastatic vs. 0 % in metastatic cases, p < 0.001). PRETEXT stage
and histological subtype showed no significant impact on OS or event-free survival.

Surgical treatment (hepatic resection or orthotopic liver transplantation) was performed in 66 % of patients and was significantly associated
with improved outcomes: 5-year OS was 54 % in the surgical group versus 0 % in those who did not undergo surgery (p < 0.001). Liver
transplantation showed a trend toward better outcomes compared to resection, although the difference was not statistically significant. Initial
treatment strategy (primary resection vs. biopsy with neoadjuvant chemotherapy) had no impact on survival.
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Conclusions. Pediatric HCC is a rare but highly aggressive malignancy that is often diagnosed at an advanced stage. Radical surgical resection,
including liver transplantation in certain cases, remains the primary determinant of prognosis. Improved outcomes require early diagnosis,
early discussion of therapeutic tactics in center specialized in hepatobiliary surgery and inclusion of pediatric patients in multicenter clinical
trials.

Key words: hepatocellular carcinoma, fibrolamellar carcinoma, children, adolescents, liver resection, liver transplantation,
chemotherapy
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BBenenue

IenarouemmonapHas kapuuHoma (I'IK) orHocuTcs
K PEIKMM 3JI0KaYeCTBEHHBIM OITyXOJISIM ITeYeHU y IeTeit
M TIOAPOCTKOB M YCTYIIaeT 10 4acTOTe BCTPEUYaeMOCTHU
TOJIbKO TenaTobsacTtome [1]. ¥V mereit B Bo3pacTe crapiiie
15 ner I'lIK ctaHoBuUTCS Beayleil (hopMoil MEPBUYHBIX
3JI0KaueCTBEHHBIX OTTYX0JIeli ITeYeHU 1 BCTpevaeTcs B 87 %
ciaydaeB [1]. 3aboneBaemocth I'IK y geteit crapiuero
BO3pacTa U MoIpocTKOB oueHuBaercs kak 0,04—0,14 Ha
100 000 meTckoro HacejeHHUsI W TMOBBILIAETCS MO Mepe

B3pociieHus [1, 2]. I1porHos npu neauatrpudeckoit 'K
ocTaeTcs KpaiiHe HeOJaronpusTHbIM. [1o maHHBIM pa3-
JIMYHBIX UCTOYHMKOB, S5-JI€THSSI BHKMBAEMOCTb HE Ipe-
BoiaeT 20—30 % st Bceid TpymIibl marueHToB [ 1, 3].

VY neteit 1 B3pOCIIbIX MALMEHTOB 3a00JieBaHUE OTJIM-
YyaeTcsl 110 3TUOJIOTMYECKUM (pakTopaMm, B YacCTHOCTU
€ro pa3BUTHE PEXe COIPSIKEHO C MPEACYIeCTBYIOIIMMU
3aboneBaHusiMu redeHu [1—4]. Y B3pocabix I'LIK B 60/1b-
IIMHCTBE cliydaeB opMupyercss Ha (oHe XPOHUYECKOM
MaToJIOrMu NeyeHu (BupycHbie renaTuThl B u C, iuppo3s,

OpurunanbHble ucenepoBanus // Original studies
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ayTOUMMYHHBIE W TOKCHYECKHE TOpaKeHUs TIeYeHU),
TorAa Kak y aeteit mpumepHo 70 % ciiydaeB BO3HMKAIOT
de novo Ha (hoHe 310POBOI TKaHU MeyeHu [4].

B Hacrosiiiee BpeMsT aJTOpPUTM JIeYeHUs TearaTpy-
yeckoit T'LIK ocHoBbiBaeTcsi Ha mnpotokojse PHITT
(Paediatric Hepatic International Tumour Trial), KoTopbIit
MpeACTaBIsIeT CO0OM MEXIyHapoaHOe MHOTOLICHTPO-
BOE MCCJIe[IOBaHUE, HAIlpaBJICHHOE Ha ONTHUMU3AIUIO
JIeYeHUsT 3JI0KAYECTBEHHBIX OIYXOJIel TeYeHU Y HeTeit
[5]. TTpoTokon ocHOBaH Ha 3 KJIOUEBBIX KJIMHUYECKUX
uccnenopanHusix: COG (Children’s Oncology Group),
SIOPEL-1 (International Childhood Liver Tumors Strategy
Group) u SIOPEL-3 High Risk, KoTopbie TpoaeMOHCTPU-
pOBaJIM OTPaHUYCHHYIO 3(D(HEKTUBHOCTh XUMHUOTEPATTUN
MPU OTCYTCTBUM PaJMKaIbHON PE3EKIIMU U TTOTISPKHYIIN
BaXKHOCTb XMUPYPru4eckoro JieueHus [6—8]. HecMoTpst Ha
pa3uuus B IOAX0AAX, BCe 3 MCCIeIOBAHUS JICTIIM B OCHO-
BY COBPEMEHHOTO aJITOPUTMa JICYEHUSI, YIMTHIBAIOIIIETO
pe3eKTabeIbHOCTD OITyXOJIM, HaJu4ue,/OTCYyTCTBHE MeTa-
CTa30B U (hOHOBYIO MTATOJIOTHIO ITeUeHU [5].

JlanHble 0 mMmauMeHTax aeTckoro Bo3pacta ¢ ['IIK
M pe3yibTaTax ux jedeHus B Poccuiickoit Deneparuu
OTrpaHWYEeHBbl U TIPEICTaBICHBI WM ONMUCAHUEM OTIEIThb-
HBIX KIMHUYECKUX CIYyYaeB, WJIM KOTOPTHBIMU MCCIIEIO-
BaHUSMU, BKIIIOYAIOIIMMU KaK B3POCIIBbIX TTAIlMEHTOB, TaK
M JIeTeld C OIpele/IeHHBIMA TMCTOJIOTUYECKUMU BapHraH-
Tamu oopazoBaHus [9—12].

B Hacrosimieid craThe TIpeACTaBICHBI pe3yJibTa-
Thl PETPOCIEKTUBHOTO aHajJM3a KOTOPTHI TAIlMeHTOB
¢ 'K, nadmopasmuxcss 8 HMULL JITOU um. Imutpus
Porauesa.

Ienb uccieioBaHus — OIleHKA KJIMHUYECKUX XapaKTe-
PUCTUK, TAKTUKH JICYCHUSI U UCXOMIOB Y ACTEU 1 TIOIPOCT-
koB ¢ I'HK, a Takke BbIsIBIeHHE (PAKTOPOB, BAUSIOLINX
Ha BBIKMBAaEMOCTb.

MarepuaJibl 1 METOBI

B uccnenoBaHue BKIIIOUEHBI MAUEHThI C TUCTOJOTU-
yecKu NMoATBep:KaAeHHbIM auarHo3oM ['LIK, momyuyaBiime
JIeYeHUE WU KOHCYJbTaTMBHYIO momolis B HMUIL]
ATON wum. Odmutpus PoraueBa 3a mepuon c sHBaps
2012 r. mo aekadbppb 2023 1. (144 mec). IIpoBeneH petpo-
CMEKTUBHBI aHaauM3 MEAUILUHCKON JTOKyMEHTaluu
39 mauueHTOB, KJIMHUYECKUE NaHHbIe ObLIM AOCTYITHBI
B 38 cayvaax. Mopdoaornueckuii puarHo3 I'IK ObL1
MOATBEPXKIEH B YCJIOBUSIX MaTOJOrOaHAaTOMUYECKOTO
otnenenuss HMUIL ATOW wum. Imutpus Porauena,
SIBJISTIONIErocs OMUIMATbHBIM pedepeHC-1IeHTPOM IO
naToMop¢oJiorud  AeTCKUX omnyxojieit B Poccuiickoit
Denepanmu. [Mpu Bepudukanmm nrnaraosa 'K mcmoss-
30BajlaCh KOHCEHCycHasi Mopdosornyeckas Kiaaccu-
(ukaiusg omyxosieil meyeHW y neTeid, omyOoJMKOBaHHAs
B2014 1. [13]. B pamkax jaHHO# Kjaccu@uKaluuy BbIIes -
JIN KJIacCU4ecKuid, hbubponamesisipubiii BapuanTel ['TIK
W renaToLe UTIONISIPHYIO HeoTu1a3uio 6e3 JOTOJIHUTEIbHO-
ro yrounHeHus (BJ1Y). IlocnenHsist paccMaTpuBaeTcsl Kak
MPOMEXYTOUHBIN MOP(OJOrMYECKUl BapuaHT MeEXAY
renaro0bjiactoMoii n kiaccuueckoi 'K,
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BrlnosiHeH aHanu3 CBEAEHUI O BO3PAaCTHO-ITOJOBBIX
XapakKTepUCTUKaX, HAIMYMU TMpeapacioiarapimx 3abo-
JIeBAaHUH, KIMHUYECKUX TPOSIBICHUSIX, JTaOOPaTOPHBIX
MmokasaTessix, MOpdOJOrMYecKoM BapHUaHTE OITyXOJIH,
pacnpoCcTpaHEeHHOCTU Tpoliecca U MPOBEACHHOM Jeue-
Huu. PacmipocTpaHEeHHOCTh OITyXOJU TMEeYeHW A0 Hayajia
sneyeHust oueHuBasach 1o cucreMe PRETEXT (Pre-
Treatment Extent of Disease) [14]. ¥ mauueHTOB, momay-
yapmux JeyeHne B HMULL AT'OU um. Amutpust Poraue-
Ba, otileHka PRETEXT npoBoauiack Ha aTarne yCTaHOBKU
JIMarHo3a, B psie CaydYaeB OlIEHKa PacrpOCTPaHEHHOCTU
ObLIa BBITTOJTHEHA PETPOCHIEKTUBHO HA OCHOBAHUM Tepe-
CMOTpa UCXOAHBIX JaHHBIX BU3yanuszauuu. [1pu pacuete
o0beMa 00pa3oBaHUs YYUTHIBAJCS pa3Mep Haubosee
KPYITHOTO OMyxoyieBoro ys3ia. Hanmuuue oTmaseHHBIX
METacTa30B OMpPEeNessid 10 pe3yabTaTaM JyYeBbIX METO-
JIOB TUArHOCTUKMU.

Cranpaptel jeueHust gereit ¢ I'LIK B Poccuiickoit
Denepalli B yKa3aHHBIA TEPUOJ BPEMEHU OTCYTCTBO-
BaJIi. BHIOOD CXeMBbI JIEUEHUS U PEXKMMOB XUMUOTEpATUU
3aBUCEJ OT AOCTYIHBIX Ha TOT MOMEHT MEXIyHapo.-
HBIX JAHHBIX W TIPAKTUKU, TPUHITON B KOHKDPETHOM
MmeauuuHckoM 1eHTpe. B HMUL ATOU um. JImutpus
PoraueBa MCIONAB30BAIMCh PEKOMEHIALIMM  TPYIIIIBI
SIOPEL, npeuMyllleCTBEHHO OCHOBaHHbIE Ha IPOTO-
kone SIOPEL-1 (cxema PLADO: uucniatuH + AOKCO-
pyounH) [6], ¢ 2018 ©. maUMEHTHI TTOJIYJYak JICYeHUE
B pamkax pekoMeHnamuii npotokona PHITT [5]. ¥V psana
MaleHTOB, BKJIIOUYEHHBIX B aHAJIU3, MPUMEHSIJIach cxema
superPLADO (KomMOMHaLMs UUCIUIaTMHA U KapOOoILIaTu-
Ha + TOKCOpYOMIIMH) B paMKaX PEKOMEHIAILIUiA TPOTOKO-
sna SIOPEL-3 High Risk [8]. Takxke y yacTu malueHTOB
B TEpBOl JIMHUM Tepanmuu MNpUMEHsIcS copadeHuo,
OCHOBBIBasICh Ha pe3yJibTaTaX MCCJIeqOBaHUIA, TPOBEICH-
HBIX HEMELIKO Tpymroii [3].

CTaTUCTUYECKUI aHaIU3 BBIMOJHSIN C UCITOIb30Ba-
HHeM MEeTOI0B omnucarejibHoM ctaTucTuku. Oo1ryto (OB)
n OeccooniTuiinyio (BCB) BbIKMBaeMOCTb OLIEHUBAIU
MmetonoMm Kamnana—Maiiepa. B kauectBe coObITUSI MpU
onieHke bCB yuuThIBaiM mporpeccupoBaHue U pelUInB
3a00J1eBaHUs, Pa3BUTHE BTOPOU OIMyXOJU WU CMEPTh OT
110001 MpuuKnHbI. [TalMeHThl LeH3ypUPOBAIUCH Ha NaTy
nocjeaHero HaomoaeHus. [1pu cpaBHeHUM TToKaszaTesneit
BBDKMBAEMOCTH B Pa3JWYHBIX TpYINax HCIOJb30BaICS
TecT log-rank. Paznuyus cumTanu cTaTUCTUYECKU 3HAYH -
MbIMU T1pH p < 0,05. AHaJIM3 MPOBEJEH MO COCTOSTHUIO Ha
01.12.2024.

Pe3ynsraTht

3a nepuon 2012—2023 rr. BeIsIBACHBI 39 MalMeHTOB
¢ rucronornyecku BepudunmrposanHoit I'lIK B Bo3pacte
oT 4 no 16 ner. MeauaHa Bo3pacTa Ha MOMEHT ITOCTa-
HOBKM auarHosa coctaBwia 133,5 mecaua (11,1 roga;
pazopoc — 49,7—199,4 wmecsaua). PacrnpeneneHue 1o
Mmojty ObLIO TIpakThyecku paBHBIM: 21 (54%) Manbuuk
n 18 (46%) nesouyek. COOTHOIIEHNE MAaTbUYMKM:IEBOYKI
coctaBwio 1,1:1. KnuHudeckue naHHble ObUTM TOCTYITHBI
B 38 cayyasix.
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VY 9 (23,1 %) manmenroB 'K pasBuiack Ha ¢oHe
Npeapacroiaraoimx CcocTossHui. Y 2/3 malueHToB
(n = 6) UMena MecTo XpoHUYeCKast BUpycHast MH(MEKIIUS
(renatut B). [To ogHOMY KJIMHWYECKOMY CIydaro ObLIO
TPEeNCTaBICHO TAKUMHM PEIKUMU COCTOSTHUSIMM, KaK Tiep-
BUYHBI UMMYHOAE(PULIMT — AeDUIAT afeHO3UHIE3aMM -
Ha3bl, HaCJCACTBEHHAs TUPO3MHEMMS, XPOHUYECKast
cepleyHast HeIOCTaTOYHOCTh C Pa3BUTHEM KapIMaJIbHOTO
uuppo3sa reyenu. Y 30 (76,9 %) nmauueHTOB Mpeacyiiie-
CTBYIOIINX 3a00JIeBaHUI HE OTMEYAJIOCh, YTO CBUICTEIb-
CTBOBAJIO O Pa3BUTHUM OITYXOJIU de novo.

Y 16 (42,1 %) neteii iepBbie iposiBieHust ['1IK xapak-
TEpPU30BaIUCh 00JIsIMU B kuBoTe. Y 6 (15,8 %) manmeHTOB
3a00JIeBaHUIO COMYTCTBOBaja Jmxopanka. B 5 (13,2 %)
cJIydasiX OIyXoJib Oblja BBISIBIIEHA TIPU TIJIAHOBOM 00CIe-
JIOBAaHWUU T10 TIOBOJLY IPYTOTO COITyTCTBYIOIIETO 3a00j1eBa-
Hus. [IpumevarensHo, uytoy 11 (28,9 %) manmenTtos 'K
Obl1a OOHapykeHa TP MTPOBEACHUU TTPOMUIAKTUIECKIX
OCMOTPOB KakK CJIyJaifHast Haxo/Ka.

MenuaHa OT TIOSIBJICHUSI TIEPBBIX CUMIITOMOB WM
BBISIBIICHUSI OOBbEMHOTO 00pa30BaHMS IO YCTAHOBJIECHMS
OKOHYATEJIbHOTO NMHarHo3a y 38 MallMeHTOB CcOocTaBMJIa
3 Mec (pa3zbpoc — 0,4—43,2 mec).

[Mokazarenu oHkomapkepa a-etorporenHa (ADII)
BapbUpOBAJIM, MeAMaHa Ha MOMEHT JMAarHOCTUKU BO
Bceii rpynme (n = 38) cocraBuia 186 ME/mn (pa3dpoc —
1,15—2 000 000 ME/mn). ¥ 17 manuenToB ypoBeHb ADTT
ocTaBaJics B Tpeneiax HopMbl. OOBEM OITyXOJIH IO JTaH-
HBbIM BHU3yaJlM3alMU OB paccuvTaH y 24 MalMEeHTOB,
MeauaHa coctaBuiia 362 cm® (pasopoc — 11—1537 cm?).

O1eHKa pacpoCTPaHEHHOCTH TIpoliecca 1Mo CucTeMe
PRETEXT BointonHeHa y 32 (82 %) u3 39 maiueHToB.
B 7 (18 %) cnydasix cTanupoBaHue He MPOBOIUIOCH BB -
JIy OTCYTCTBUSI WHMIIMATbHBIX TaHHBIX BU3YaJIU3alldM.
Cpeau manyeHTOB C MPOBEACHHBIM CTaIUPOBAHUEM IT0
cucteme PRETEXT (n = 32) pacnpeneneHue no craau-
aM ObITO cemyromuM: ctagus 1 — 2 (6,2%) manueHTa,
cramug Il — 11 (34,4 %), cramms 111 — 8 (25 %),
cragus IV — 11 (34,4 %).

[Ipn mocTaHOBKe aMarHo3a OTHAJeHHBIE METacTa3bl
ObLM BBIsIBIIEHBL Y 7 (17,9 %) 13 39 manmenToB. Hanbosee
YacTON JIOKaJM3alMel MeTacTaTUYeCKUX 0YaroB ObUIU
JIeTKue 1 TuMbaTruiecKue y3Jbl OpIOITHOM MOJIOCTH, PEXe
BCTPEYAJIMCh MeTacTa3bl B KOCTH (TTIO3BOHKM), OPIOIINHY,
CaJIbHUK, a TaKXKe TTOpakeHUe TTOKETyI0UYHOM KeJIe3bl.

Mopdonorudeckass BepubuKanys auarHo3a MpoBe-
IeHa Bo Bcex ciydasx (n = 39). IauumeHTsl pacnpenessi-
JIUCh 110 THCTOJIOTUYECKOMY BapMaHTY OIYXOJIM CIIIYIO-
muM obpaszoM: B 24 (61,5 %) ciaydasix [uarHOCTHpOBaHA
kinaccuueckass I'IK (B ToMm yuciie ciayyau, OTHECEHHbBIE
k 'K BJ1Y), B 14 (35,9 %) — dpubpomamenmnsipHast I'TIK,
uB 1 (2,6 %) — renatouesutoisspHas Heorutasus B1Y.

OTnebHOTO BHUMAHMS — 3aciIyXMBaeT IOArpyIIa
nauueHToB ¢ dhudbponamessipHon I'IIK. Mennana Bo3-
pacTta B aToM rpymnre coctaBuiaa 152,3 mecsiua (12,7 roaa;
pasopoc — 77,5—199.4 mecsua), 4TO HECKOJBKO BHILIE,
yeM BO Bceii rpymme B 1ejoM. COOTHOIIEHHWE IO IOy
cpenu 60JbHBIX ¢ pudbponamesspHoii 'K 6bl10 comno-
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CTaBMMO C pacripeieIeHueM B 00I1Ieii TpyTIIie ¥ COCTaBUIIO
8 MaJIbYMKOB U 6 AeBoYEK (MaIbUMKK:IeBOYKN — 1,3:1).
Crenyer otMeTuTh, 4to y 11 (78,6 %) u3 14 manmeHTOB
¢ duopomamemsiproit I'IK yposenpr ADIT octaBajics
B Tipenesnax HopMbl (< 15 ME/mi). TloBbiieHre ypoBHS
A®DIIT 6puT0 3admKcupoBaHo yumb y 3 (21,4 %) manu-
€HTOB, B TO BpeMsl KakK B TpyIiie ¢ kinaccudeckoi I'TIK
noBbilieHue ypoBHss ADIT ormeueHo B 73,9 % (n = 17)
ciaydaes, ay 6 (26,1 %) nereit sHaueHus ADII ocraBaauch
B IIpe/ieiax HOPMBI.

MenuaHHBIE ~ 00BEM  ONMYXOJM Yy  IAIIMEHTOB
¢ ¢uobponamesutsspHoii T'LIK 6but 455 cm® (pa3Gpoc —
16—1313 cwm?®), 4TO MpeBBINIACT TAKOBOW IMPU KJIACCH-
yeckoili ¢popme — 297,5 cm? (pasbpoc — 11—-1536 cm’).
OtnaneHHble MeTacTtassl umenuch y 3 (21,4 %) wu3
14 nmauueHrtoB ¢ dudbponamesipaoit 'IIK, Heckonbko
MpeBbIIas YacTOTy OTHAJCHHOTO MeTacTa3upOBaHMS
y MalMeHTOB C KJaccuyeckoil dopmoit 3aboieBaHUS
(n=4/24;16,7 %).

Xapakrepuctuka nauueHToB ¢ 'K, BKIIIOUEHHBIX
B MCCJIeIOBaHKE, ITpeICTaBeHa B TaoJI. 1.

Bribop mnepBoHaYaNbHOW TAaKTUKU JIEYCHUs 3aBHU-
cel OT onepabebHOCTU OIYyXOJU W OOILIEro COCTOSTHUS
rmamueHTa. JJist meieid HacTosIIIero aHajimn3a Bce 00JIbHbIE
¢ HaauuueM HMHbopMmauuu o Tepanuu (n = 38) ObUIH
pasnesieHbl Ha 3 TPYIbl B 3aBUCMMOCTU OT Ha4aJIbHOTO
aTana tepanuu (puc. 1).

Kak BugHO u3 puc. 1, cneuuduieckoe jeyeHUE He
npoBoauiiock 3 (7,9 %) naunenTtaM. [1epBrdHast pe3eKIust
rocJjie MpoBeAeHHOM ouoncuu (n = 12) win 6e3 duorncumn
(n = 7) BemonHsack 19 (50 %) nmaumenTtaM (tabi. 2).
B nmanHO# TpyImie ambloBaHTHas Teparus MpoBeaeHa
B 13 ciydyasix, Haubojiee 4YACTHIMM pPeXUMaMU aablo-
BaHTHOW Tepanuu Obliu PLADO (n = 4) u xomOuHa-
ust PLADO u copadenuba (n = 6). Y 6 mauueHTOB
aIbIOBAaHTHASI TEpamusl 10 PEelIeHUIo JiedalluxX Bpadeit
He TPOBOIMIACH C YUeTOM BepU(PUILIMPOBAaHHOU (HUOpO-
namennsapHoit 'IK mocne pamukanbHoit pesekuuu RO,
HaJIM4YUsI CONYTCTBYIOIIEH TATOJOTUM, a TaKXKe JIeTalb-
HOTO UCXO0Jla B paHHUE CPOKM TTOCTIC OTIEPaIUH.

[MepBuyHas OMOTICHS C MOCIEAYIOIIMM TTPOBEACHUEM
HEOambIOBAaHTHOM XMMHOTEPAITNH BhITIOJTHEeHa 16 (42,1 %)
nauueHTaM (tadn. 3). HaubGosiee yacTtble pexXuMbl HEO-
AIbIOBAHTHOM Teparnuy BKIOYAIN KJIACCUYECKYIO CXeMY
PLADO (n =5), y 3 neteit 3TOT pexKuM coveTascs ¢ copa-
¢deHudom, B 1 ciayyae — OIHOBPEMEHHO ¢ copacheHnOoM,
a B IOCJIAYIONIEM C JICHBAaTUHUOOM, eie B 1 ciydae —
C IIPEeAIIECTBYOIIE MOHOTEepaIiei IIMCTUIaTUHOM. Peskum
SuperPLADO wucnonb3oBajicss y 3 MalMeHTOB, MpUYEM
y 2 U3 HUX OH KOMOMHMpoBaJics ¢ copadeHnoom. Kpome
TOT0, UCITOJIb30BAIUCH CIIEAYIOIINE cXeMbl: Al —y 2 manu-
eHTOB, MoauduLpoBaHHbIi potokos SIOPEL-4 ¢ kap-
OOIJIAaTUHOM U IOKCOPYOULIMHOM — Y 1 mamueHTa. Takum
obpasom, 14 (87,5 %) n3 16 TTalIieHTOB B KAYECTBE OCHOBEI
HEO0aIbIOBAHTHOTO JICUEHHUSI TTOJTyIaI PeKMMBI, BKITIOYa-
olllie TMPOM3BOMHbBIE TIATMHBI M aHTPALMKIMHEL OTBET
Ha HEOaTbIOBAHTHYIO XMMMOTEpAIldio OICHUBAJICS 10
IWHAMUKE COKpaIIeHUsT 00beMa OITyXoyH 1 ypoBHIO ADIT.

OpurunanbHble ucenepoBanus // Original studies
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Taomuua 1. Xapakmepucmura nayuenmos ¢ I'llK, éxkarouenHbix 6 uccie-
dosaHue

Table 1. Characteristics of patients with hepatocellular carcinoma (HCC)
included in the study

ITapamerp 3Hauenne
Parametrs Value

Bcero nauuenTon 39
Total number of patients
MenuaHa Bo3pacTta (pa3opoc), MecCsI1Ibl a
Median age (range), months 133,51(49,7=195,4)
[Mon (myxcKoii/xeHckuit), n (%)
Sex (male/female), n (%)
[penpacnonaratoiue coctossaus, 1 (%):
Predisposing conditions, n (%):

BUPYCHBII1 reratut B

viral hepatitis B

21 (54)/18 (46)
9(23,1)

6 (66,7; ot ipeapac-
rnoJjararumx,/
of predisposing cases)

PeIKUEe COCTOSTHUS 3(33,3; ot npenpac-

rare conditions TOJIaraloInx,/
of predisposing cases)
De novo, n (%) 30 (76,9)
IepBbie cumntoMmsl, 7 (%):
Initial symptoms, n (%):
00J1b B KMBOTE 16 (42,1)
abdominal pain
JIMXOpaaKa 6(15,8)
Sfever
BbISIBJIEHME TIPU [JITAHOBOM 00CJIeI0BAaHU 5(13,2)
detected during routine examination
cilyyaiiHasi HaxoaKa 11 (28,9)
incidental finding
MenuaHa BpeMeHU OT CUMITTOMOB
110 AvarHosa (pasopoc), mec 3(0,4-43,2)

Median time from symptoms to diagnosis (range),
months

Menunana ADII (pas6poc), ME/mi
Median AFP (range), IU/mL

Hopwmanbustit ypoBenb ADII, n (%)
Normal AFP level, n (%)

Meaurana oGbeMa oryxoJiu (pasépoc), cm?
Median tumor volume (range), cm’

PRETEXT I/11/I11/1V, n

OtnaneHHble MeTacTasbl, 1 (%)
Distant metastases, n (%)

Jlokanuzaiust MeTacTasos, :
Sites of distant metastases, n:

1Mo3BOHOYHUK (L4) 1

spine (L4)

JIeTKe, 3a0pIOIIMHHbBIC, HATKITIOUNIHbIE 1
UMb OY3ITbI

lungs, retroperitoneal, supraclavicular lymph nodes

CaJlbHUK, KaHLIepoOMaTo3 1

omentum, carcinomatosis

JUMbOY3JTbI OPIOLITHOM MOJOCTH 1
¥ 320PIONIMHHOTO MTPOCTPAHCTBA, JIETKHE

abdominal and retroperitoneal lymph nodes, lungs

CaJIbHUK, TTOIKETyI0THasI XKee3a 1

omentum, pancreas

MaJIblii Ta3 1

pelvis

CaJIbHUK, BHYTPUOPIOIIHBIE TUMOOY3IIbI, 1
JIeTKue

omentum, intra-abdominal lymph nodes, lungs
Ticronornyeckuii Bapuanrt, 7 (%):
Histological subtype, n (%):

kinaccuyeckas 'K

classic HCC

ubponamemnsapuas 'K

fibrolamellar HCC

Heorutasust BAY

neoplasm, NOS

|

186 (1,15—2 000 000)
17/38 (44,7)
362 (11—1537)

2/11/8/11
7 (17,95)

24 (61,5)
14 (35.,9)

1(2,6)

m Note. AFP — alfa-fetoprotein; NOS — not otherwise specified.
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Y 5 manueHToB ¢ OTIaJeHHBIMM METacTa3aMM BBITION -
HEHUE OTCPOYEHHOTO XUPYPTrMYeCKOro BMeEIIaTesIbCTBA
OKa3ajoch HEBO3MOXHBIM. HecMmoTpsi Ha mpoBeaeHue
HEO0aIbIOBAHTHON XMUMUOTEpanu, 2 U3 HUX TPOICMOH-
CTPUPOBAJIM JIMIIh YAaCTUYHOE COKPAIIEHUE OITyXOJIu
u cHkenue ypoBHs A®DII, omHako oba ciaydast 3aBep-
IIAJIUCH JICTaJIbHBIM MCXOJOM BCJICICTBUE TSIKEIBIX
OCJIOXKHEHMIA: Y OTHOTO TIAallMeHTa pa3BUJICS CIIOHTaHHBIA
Pa3pbIB OMYXOJIM ¢ TPOMOO30M MpaBoil BETBU BOPOTHOI
BEHBI, Y BTOPOTO — MTeYeHOYHAasI HEJOCTaTOYHOCTh. Takum
00pa3oM, HM OMHOMY M3 5 IMallMeHTOB ITPOBEICHNE Pe3eK-
LMY HE TIPENCTaBISI0Ch BO3MOXHBIM, a HAIMYME MeTa-
CTaTUYECKOro Tpollecca OMpenessuio KpaitHe Hebsaro-
MPUSTHBIN MPOTHO3, HECMOTPSI Ha TOMBITKU CUCTEMHOM
Tepanuu (cM. TabJ. 3).

XUpypruyeckoe BMeEIIATeIbCTBO,  HaIlpaBJIeHHOE
Ha ynmajeHue TMEepBUYHOM OIMyXoju, OBUIO BBITOJTHEHO
y 26 (68,4 %) nauneHToB: B 17 ciy4asx npoBeaeHa pe3ek-
Ius TIe4eHu, B 9 — opToTOoNMYecKash TpaHCTUIAHTALIMSI.
Cpeau MalyeHTOoB, MOTYYMBIINX HEOaIbIOBAHTHYIO Tepa-
o (n = 16), 7 (43,7 %) GbUIM TIPOOIIEPUPOBAHEI TTOCTIE
CcTadWIM3alluM WJIM YMEHBIICHUS pa3MepoB OITyXOJIu
(3 — pesexuus, 4 — TpaHCIUTaHTalMs), B TO BpeMs Kak
y 9 malueHTOoB OMyX0Jib OCTaBaJlaCh HEpPe3eKTa0eIbHOM,
HECMOTpSl Ha IIPOBEIECHHOE JIeUEHHWE, BCE TAIlMEHTHI,
HE TIOIBEPTIINECS XUPYPIMUECKOMY JICYCHUIO, YMEPJIU.
[MameHTHI, KOTOpBIE HE TOMyYalId CIEelM(pUIECKYIO
Tepanuio (n = 3), TakKKe yMepJiu OT MPOrpecCUupoBaHUs
3a00J1eBaHUS.

[MonyyeHHbIE TaHHBIE IEMOHCTPUPYIOT, YTO XUPYpP-
TMYECKOe JICYEHHME OCTAeTCsI KIIIOYEBHIM KOMITOHEHTOM
tepanuu neguatpudyeckoit I'IK. IMpu 3TOM Heoambio-
BaHTHas Tepamnusi MOXeT ObITh 3(hHeKTUBHON 151 TIepe-
BOIa Hepe3eKTaOeIbHBIX OITyXoJieli B pe3eKTabesIbHbIe
Y 9aCTH MallMEHTOB WJIM KOHTPOJISI OITyXOJIEBOTO TPOIIEC-
ca 1o MOMEHTA TPaHCIUIAHTAIIMK TIEUYEHM.

Ilpn aHammM3e oObeMa XUPYPrUYECKOTo JIeUeHUs,
HaImpaBJIEHHOTO Ha ylajeHUe TIEPBUIHOM OITyXOJIH, OBUIO
MOKa3aHo, YTO HAWIy4dlIMii BapuaHT — paguKabHas
orepainusi ¢ JOCTHXKeHMeM 4YuCThiX KpaeB (RO) myrem
PEe3eKIMU WU TOTAJbHOM TelaTIKTOMUM C ITOCIIEAYIO-
LIei TpaHCIUTaHTaLMeR — Oblla BeINoJHeHa y 25 (96,2 %)
n3 26 nauueHTos; B 1 (3,8 %) ciyyae BBITOJTHEHA Hepa-
JIUKaJIbHasT oIepaius ¢ MaKpOCKOTIMYECKH OCTaTOYHOM
onyxoJjbto (R2-pesexkuust).

Buoricust 6e3 TOCHEAYIONIET0 YAaJeHUsI OITyXOJIN
nposeneHa B 13 (34,2 %) ciyyasx. CieayeT OTMETHT,
YTO JUTATEIbHAST BBIKMBAEMOCTh OblIa OTMEUYEHA TOJIBKO
y TIAlIMEHTOB, KOTOPHIM OBLIO MPOBEACHO PaauKalIbHOE
XUPYPrUUECKOe JIeUeHUE.

Menuana BpeMeHM HaOJIOIEHUsS 3a BCel KOroproit
cocrasuna 6,1 roga (73,2 mec; pazopoc — 0,02—9,90 rozna).
MenuaHa BpeMeHU HaOJI0IeHUS 3a XKUBYIIUMU — 5,5 JieT
(66 mec; pasopoc — 0,9—9,9 roza).

B ananusupyemoii koropre u3 38 namueHtoB ¢ I'l[K
OB u bCB ocraBaiich HU3KUMU U OTpakaand arpecCuB-
Hoe TeueHue 3adosieBaHus. TpexneTHsst OB cocraBuia
41 % (95 % noseputenbHbIil MHTEpBan (W) 27—60),
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Puc. 1. Pacnpedenenue nayuenmos ¢ I'l[K 6 3asucumocmu om 00sema uHULUANLHORO AeHeHUS.

Fig. 1. Distribution of patients with HCC according to the extent of initial treatment

a S-merasit OB — 37 % (95 % AW 24—57). Mennana
BpeMeHM 10 coObITHsI Obuta paBHa 2,1 roma (95 % AU
1,2 — HEBO3MOXHO OLIEHUTH) (puc. 2).

Tpex- u 5-netusts BCB cocraBuna 26 % (95 % AU
15—45), a memnanHa BpeMeHU no cobowitus — 0,9 roma
95 % AN 0,6—2,7).

st OLIEHKM TPOTHOCTUYECKON 3HAYMMOCTH OT/a-
JICHHBIX METAacTa30B HAa MOMEHT IMOCTAaHOBKMW JMAarHosa
ObLT MPOBENAEH CPAaBHUTENIbHBIN aHAN3 BBIKUBAEMOCTHU
B 3aBUCMMOCTH OT uX Hajmnuusi. CorjaacHO MOJy4eHHbBIM
pe3yabraTaM BbBDKMBAEMOCTh ObLIa CTATUCTUYECKU 3Ha-
YUMO accolMpoBaHa C (aKkToM HaIW4usI METacTa3oB
(p <0,001). Y mauieHTOB 06€3 METACTa30B 3- U S-NMETHSIS
OB cocraBuna 50 % (95 % AW 35-72) u 45 % (95 %
AN 30—68) coorBercTBeHHO. B rpymme ¢ meracrazamMu
3- u 5-netHsist OB 6bu1a paBHa 0 %, 4TO CBUIETEILCTBYET
00 abCOTIOTHO HEOIATOTIPUSITHOM TIPOTHO3¢e (puc. 3).

Menvana BpeMEHM OO COOBITUSI Y MalUMEHTOB 0e3
MeTacTa3oB cocTtaBuia 4,7 roga, B TO BpeMsl KaK Tpu
HaJm4nm MetacTta3oB — Bcero 0,82 roxa.

a n=38
3 ropa/years: 41 % (95 % AW/Cl 27-60)
5 net/years: 37 % (95 % AW/Cl 24-57)
MepaviaHa BpemeHu 4o cobbiTnsa/
Median survival: 2,1 ropa/years
(95 % AW/CI 1,2 - HeBO3MOXKHO oLeHUTb/NA)

OB
(o))

Bpems oT gaTbl MOCTaHOBKM AMarHo3a, rofbl
Time since diagnosis, years

CxoHbIE Pe3yIbTaThl ObLTY TIOJYYeHBI U TIPU aHAJTN3e
BCB: B rpynme 6e3 MeTacTazoB 3- 1 S-JIeTHUE TToKa3aTen
coctaBun 32 % (95 % AN 19—53), Torma Kak B Tpyriie
¢ metactazamu — 0 % (p = 0,044).

B moarpyrrie manueHTOB C YCTAHOBJIIEHHOU cTaaueit
no cucteme PRETEXT (n = 32) Gbuta mpoBefieHa cpaB-
HUTEJIbHAsI OlIEHKAa BBDKMBAEMOCTH B 3aBUCHUMOCTU OT
pacrpoCTpaHEHHOCTH OTYXOJIM HA MOMEHT MOCTAaHOBKU
nuarHoza. CoriacHO pesyiabrataM aHajau3a 3-JIeTHSIS
OB cocrasuna 50 % g craguu 1, 55 % nns 11, 38 % nns
111 u 38 % nna IV. Ilatunerusis OB Obuta paBHa 50 %,
41 %, 38 % u 38 % coorsercTBeHHO (p = 0,6). MemmaHbl
BpeMEeHM OO COOBITHSI cocTaBisuin 4,2 roma, 4,7 rona,
1,2 roma u 2,7 roga cooTBeTCTBeHHO. [1pu 00benMHEHUN
craguii [-I11 u cpaBHennu ux ¢ IV cragueii 3- 1 5-meTHsIs
OB cocraBuna 48% u 41% nipotus 38% u 38% cooTBeT-
CTBEHHO, Pa3INuMs TAKKE OKAa3aJTUCh HEJOCTOBEPHBIMU
(p>0,9). Takum 006pa3oMm, B TPEACTABIEHHON KOTOpTE
CTAaTUCTUYECKN 3HAYMMBIX Pa3inuvii B BbIKMBAEMOCTHU
BBISIBJIEHO He ObLIO (puc. 4).

0 n=38
3 ropa/years: 26 % (95 % [IN/Cl 15-45)
5 net/years: 26 % (95 % [WN/CI 15-45)
MepnuaHa BpemeHu go cobbitus/
Median survival: 0,9 roga/years (95 % OW/Cl 0,6-2,7)
Bpems OT AaTbl NOCTAaHOBKM AUArHO3a, rofabl
Time since diagnosis, years

BCB
EFS

Bpems oT aaTbl NOCTaHOBKM AMarHo3a, rofbl
Time since diagnosis, years

Puc. 2. Ilokazameau OB (a) u BCB (6) nayuenmog uccaedyemoii epynnot (n = 38)
Fig. 2. Overall survival (OS; a) and event-free survival (EFS; 0) of patients in the study group (n = 38). CI — confidence interval
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0

BCB
EFS

Bpems oT gaTbl NOCTaHOBKM ANarHo3a, rofbl
Time since diagnosis, years

nalyes,n=7

Puc. 3. OB (a) u bCB (6) y nauuernmos ¢ I'lIK 6 3asucumocmu om Haru4usi OMmoaseHHbIX MEMAcmasz08 Ha MOMeHM NOCIMAHOBKU OUAHO3A

Fig. 3. OS (a) and EFS (6) in patients with HCC depending on the presence of distant metastases at diagnosis

OB
(0}

Bpema oT AaTbl NOCTaHOBKM AMarHo3a, rogpl
Time since diagnosis, years

PRETEXT: l,Ln=2

I,n=11

0

BCB
EFS

Bpema oT AaTbl NOCTaHOBKM AMarHo3a, rogpl
Time since diagnosis, years

l,n=8 IV,n=11

Puc. 4. OB (a) u bCB (6) y nauuenmos ¢ I'lIK 6 3asucumocmu om cmaduu PRETEXT na momenm nocmarnosku ouaeHosa
Fig. 4. OS (a) and EFS (6) in patients with HCC according to PRETEXT stage at diagnosis

Anammn3 BCB takke He BBISIBUJI CTaTUCTUICCKU 3HA-
YUMBIX pa3inuuii B 3aBUCUMOCTU OT ctaguun PRETEXT
(p = 0,8). Tak, 3-nerusis BCB cocrasnsia 50 % npu
PRETEXT I, 36 % npu PRETEXT II, 13 % npu
PRETEXT 111 u 34 % npu PRETEXT IV. Meauans! Bpe-
MEHM J10 coOBITHS cocTaBwim 4,2 rona, 0,9 roxa, 1,2 romna
u 1,2 Toma COOTBETCTBEHHO.

JloTmoTHUTEeIbHO OBUT IPOBEICH CPaBHUTEIbHEBIN aHa-
JIN3 BBDKUBAEMOCTU MEXKIY CIPYIITMPOBAHHBIMU CTaIMSI-
mu PRETEXT I-III u IV. CormacHo nosy4eHHBIM JaH-
HbM OB uepe3 3 rona cocrasuna 48 % (95 % AW 30-75)
B rpynme [—111 u 38 % (95 % AW 16—87) nipu cranunm IV.
[laruneTHsIsT BBDKMBAEMOCTb COXpaHSJIaCh Ha YPOBHE
41 % (95 % AU 24—70) u 38 % (95 % AN 16—87) coor-
BETCTBeHHO. MenmaHa BpeMEHU OO0 COOBITHUSI COCTaBMIA
2,2 rona B ipu ctagusgx [-III wn 2,7 ropa nipu IV cranun
(puc. 5).

Tpex- u 5-netnsss BCB cocraBuna 29 % (95 %
WU 15—56) npu cragusix [-111 u 34 % (95 % AN 14—81)

npu IV craguu. MenuanHoe BpeMsl IO COOBITUSI OBLIO
OIMHAKOBBIM — 1,2 roga. CTaTUCTUIECKN 3HAUMMBIX pa3-
JIMYMIA MEXIy TPYIIIIaMU BBISIBIIEHO He Obu1o (p > 0,9).

Ilocne wuckmOYeHMST W3 aHaIM3a S MAIUEHTOB
(n=127) c otnanenHsiMu Metactazamu ctaaust PRETEXT
HE MMeJa CTaTUCTUYECKN 3HAYMMOTO BIMSHUS Ha TTOKa-
3aTeNM  BbDKMBaeMocTH. IpexieTHssi OB cocraBumia
100 % nust craguu 1, 55 % noia cragun 11, 50 % nist cragumn
III u 47 % nna cragum 1V. [1arnneTHSsS BBXKUBAEMOCTD
coxpanstiachk Ha ypoBHe 100 %, 41 %, 50 % u 47 % coot-
BercTBeHHO (p = 0,7). MenmnaHa BpeMeHU OO COOBITHUS
BapbupoBana ot 4,7 roga mpu PRETEXT Il mo 2,7 roma
npu PRETEXT IV (puc. 6).

Anamm3 BCB taxcke He BBISIBIUI TOCTOBEPHBIX Pa3iiv-
ynii Mexnay cragusamu (p = 0,6). Tpex- u 5-netusis bCB
cocrasmia 100 % mia craquu 1, 36 % nns cranuu 11, 17 %
st cragun 111 u 42 % nsa cragum 1V. MennanHoe Bpemst
1o cooeitns nipu I1-1V cranuax BapwupoBano ot 0,9 no
2,7 rona.
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Bpems oT gaTbl NOCTaHOBKM ANarHo3a, rofbl
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I-l,n=21 IV,n=11

Puc. 5. OB (a) u bCB (6) y nayuenmoe c I'lIK 6 3agucumocmu om om cepynnupogannvix cmaduit PRETEXT (I—111 npomue 1V)
Fig. 5. OS (a) and EFS (6) in patients with HCC according to grouped PRETEXT stages (I—111vs IV)

OB
(0}

Bpema oT AaTbl NOCTaHOBKM AMarHo3a, rogpl
Time since diagnosis, years

PRETEXT: l,Ln=1

I,n=11

0

BCB
EFS

Bpema oT AaTbl NOCTaHOBKM AMarHo3a, rogpl
Time since diagnosis, years

lN,n=6 IV,n=9

Puc. 6. OB (a) u bCB (6) y nauuermos ¢ 'lIK 6e3 omdanennbix memacmasoe 6 sasucumocmu om cmaouu PRETEXT
Fig. 6. OS (a) and EFS (6) in patients with HCC without distant metastases according to PRETEXT stage

IIpu nomonHutenbHoO rpynnupoBke ctaauit [—II1
u cpaBHeHUM ux ¢ IV cragueii B rpymrme 6e3 oTaaaeHHbIX
MeTacTtazoB (n = 27) pasnuuus nokaszareneir OB u bCB
TakkKe He ObLIM CTATUCTUYECKU 3HAYUMBIMU. TpexyeTHsIst
OB cocraBuna 56 % B npu cragusx [—I11 u 47 % npu
cramuu 1V, 5-netnsis — 48 % u 47 % COOTBETCTBEHHO
(» = 0,9). MeauaHa BpeMeHM OO COOBLITMSI COCTaBUJIA
4,7 ropa ans craguii I-II1 n 2,7 roma pna cragum IV
(puc. 7). AHanu3 bCB Takske He BbISIBUII JOCTOBEPHBIX pa3-
mmuuii (p=0,8): 3- u 5-nerusss BCB cocrasuna 33 % (95 %
AN 17—64) u 42 % (95 % A 18—94) cooTBeTCTBEHHO,
MeauaHa BpeMeHU 10 coObITUs — 1,2 roga mpoTus 2,7 roaa.

AHaM3 B 3aBUCUMOCTU OT T’MCTOJIOTMYECKOTO BapraH-
ta I'lIK mokasas, uTo y nalueHToB ¢ (hrudposiaMesIIpHbIM
BapMaHTOM HaOJIoNaduCh 0oJiee BBICOKME ITOKazaTeslu
BBIKMBAEMOCTH MO CPAaBHEHUIO C MALMEHTAMU C KJIacCH-
YECKHUM, OTHAKO CTaTUCTUYECKU 3HAUMMBbIE Pa3IUUMS HE
BBISIBJICHBI.

Tak, 3- u 5-netHss OB y mauMeHTOB C KJ1aCCUYECKUM
BapuaHTOM coctaBuia 32 % (95 % A 17—59), menuana —
1,3 roma (95 % AU 1,2—HEeBO3MOXHO OLICHWTh). Y Talu-
EHTOB ¢ (ubposameIapHOil hopMOI 3TU TOKa3aTeJIn
ob1n Boime: 3-netHsis OB — 50 % (95 % AW 30—84),
S-netHss — 42 % (95 % AW 22—79), meauana — 3,5 roga
(puc. 8). OmHaKO CTATUCTUYECKU 3HAYMMBIX DPa3IUUMid
MeXy TpyIraMu 1o o0IIeMy MoKa3aTe 0 BbIKMBAEMO-
cTH He Habmopaiocs (p = 0,6).

ITpu ananuze BCB B rpymnre ¢ KjaccuyeckKuM Bapu-
aHToM 3- m S-metHsas BCB cocraBuna 16 % (95 %
U 6,2—43), menraHa BpeMeHu 10 cobwitus — 0,9 roga
(95 % AU 0,36—1,3). B rpymie ¢ ¢pudposaMe/uIsipHbIM
BapuaHTOM 3- u 5-nmetHsis BCB cocraBuna 36 % (95 %
AN 18—72), MmeauaHa BpeMeHU 10 codbiTus — 1,5 rona.
Paznuuus BCB mexnay rpynmnamMu He ObUIM CTaTUCTHYE-
cKkM 3HauuMbIMu (p = 0,2).

OpurunanbHble ucenepoBanus // Original studies
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Puc. 7. OB (a) u bCB (6) y nayuenmog ¢ I'L[K 6e3 omdanennvix memacmasos 6 3agucumocmu om cepynnuposannvix cmaouti PRETEXT (I—-111 npomug 1V)
Fig. 7. OS (a) and EFS (6) in patients with HCC without distant metastases according to grouped PRETEXT stages (I—111vs IV)
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Knaccuueckunin unu HeonpegenerHblii/classic or n/d, n = 23
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Puc. 8. OB (a) u bCB (6) y nayuenmoe c I'lIK 6 3a6ucumocmu om eucmonoeuueckoeo eapuanma (Kaaccuveckuil uu puoporamestsapHowiii)
Fig. 8. OS (a) and EFS (6) in patients with HCC according to histological variant (classical vs fibrolamellar)

Ha ocHoBaHuM aHaiM3a BBDKMBAEMOCTH B 3aBUCH-
MOCTU OT MHMUMATBLHON TaKTUKU JieueHus (n = 35) He
BBISIBJICHO CTaTMCTMYECKW 3HAYMMBIX Pa3Inyuii MeX-
Jly TPYIIIaMu TAallMeHTOB, KOTOPHIM Oblja BBITIOJHEHA
MepBUYHAsT PE3EKIIMS OIYyXOJIU, U TEMU, KOMY IIPOBOIM-
Jlach OWOIICHS ¢ MOCJenyolell HeoaIblOBAaHTHOM Tepa-
TTHACH.

Tak, OB wuepe3 3 roma cocraBuna 47 % (95 %
U 29—76) B rpyniie nepBuyHoi pesexuuu u 41 % (95 %
JAW 22—75) B rpyIne ¢ ”HULMAJIbHOI OMOIICUeil U rociie-
nywonieit xumuorepanueit. [lsatunetnue nokaszareau OB
ObLIM UIeHTUYHBI — 41 % B 00eux noarpyrmax. MearaHa
BPEMEHH JIO COOBITHSI OblJIa BBILIIE TTPU MEPBUYHOM Pe3eK-
uuu — 2,5 roga (1,8 — HEBO3MOXKXHO OLIEHUTh), TOrJa Kak
B IpyIIe OMOIICUU C TOCJIEAYIOIIel Tepanueil MearaHa

cocraBwia 1,2 rona (1,1—HeBO3MOXKHO OLICHUTH) (puc. 9).
OnHako pazmiKs He ObLUIM CTaTUCTYECKH 3HaUMMBI (p = 0,6).

BCB Takke He mokasajia CTaTUCTMYECKU 3HAUMMBbIX
OTJINYMI MEXIY BBIOPAHHBIMUA TaKTUKaAMU BEICHUSI.
Yepe3 3 u 5 ner BCB B rpynmne nepBUYHON pe3eKLIUU
cocraBuna 21 % (95 % AU 8,8—50), a B rpymie 6uoncuu
¢ HeoaabloBaHTHOI Teparmeit — 38 % (95 % AU 20—71).
MenuaHa BpeMeHU J0 COOBITHSI B 3TUX IpyIMIiax cOoCTa-
Buja 0,92 roga (0,58—HeBo3MoOXHO oueHUTh) U 1,1 roga
(0,32—HEeBO3MOXHO OLIEHUTb) COOTBETCTBeHHO. CTaTu-
CTUYECKU 3HAYMMOM pa3HUIIbl He Habmoaanoch (p = 0,5).

Takum obpa3oM, B mpeAenax JaHHON BBIOOPKM pa3-
JINYMSI B TIOKA3aTe/IsIX BBLKUBAEMOCTH B 3aBUCHMOCTHU OT
WHULIMAJIBHOM JIEYeOHOM TAKTUKY CTATUCTUYECKU 3HAYM -
MBIMU HE SIBJISTNCD.
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Heoaos8aHmHol mepanueii)

Fig. 9. OS (a) and EFS (6) in patients with HCC according to initial treatment strategy (primary resection vs biopsy followed by neoadjuvant therapy)

CpaBHUTENbHBIN aHATU3 BBDKMBAEMOCTH TAlIMEHTOB
(n = 38) B 3aBUCUMOCTU OT HAJIUYUSI XUPYPTUUECKOTO
JIEYeHUsT BBISIBWI CTaTUCTUYECKU 3HAYMMOE TPEeUMYIIe-
CTBO y onepupoBaHHbIX mauueHToB (p < 0,001).

OB uepe3 3 roga cocrasuia 60 % (95 % AU 44—83)
y TIAlIMEHTOB, TIEPEHECIIINX OIepalnio, TOTIa KaK Cpeau
TeX, KOMY XMPyprMueckoe BMeNIaTeJIbCTBO HE TPOBO-
auaoch, oHa coctaBuiaa 0 %. Yepes 5 jeT aHAJIOTUYHBIE
rnokasarenu cocraBmwi 54 % (95 % AW 37-79) u 0 %
COOTBETCTBEHHO. Paznuune Mexmy rpymnmnaMu ObLIO CTa-
TMUcTUYecKU 3HauuMbiM (p < 0,001). MeauaHa BpeMeHU
JIO COOBITHS TaKKe ObLIa CYIIECTBEHHO BBIIIE Yy OTIEPUPO-
BaHHBIX MauMeHTOB — 5,8 roga npotus 0,95 roga y nauu-
€HTOB 0€3 XUpypruyecKoro BmerateabcTsa (puc. 10).
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Bpems oT gaTbl NOCTAaHOBKM AMarHo3a, rogbl

Time since diagnosis, years
Xnpypruyeckoe mellatenbCcTso/
Surgery:

HeT/no,n =12

BCB uepe3 3 1 5 neT y nalueHTOB ¢ MPOBEASHHOM
onepanuei coctaBuia 38 % (95 % AW 23—62), B 1O
BpeMsl KaK y MalMeHTOB 0e3 omnepaliy OHa OCTaBajlach
Ha ypoBHe 0 % B oba cpoka HabmogeHust. Paznuums
ObuM cTaTucTUYecku 3HauuMbIMU (p = 0,003). Menu-
aHa BPEMEHU JIO0 HACTYIUIEHUSI COOBITUSI COCTaBWJIA
1,2 roga y onepupoBaHHbIX MauueHToB rpoTus 0,28 roga
y HEOTIEpUPOBAHHBIX.

ITonyyeHHble pe3yabTaThl MOATBEPXIAOT KIlOUe-
BYIO POJIb XMPYPTUYECKOTO ITara B JICUCHUU JaHHOU
KaTteropuu mManueHToB. OTCYyTCTBUE XMPYPTMYECKOTO
JICYEHUS aCCOLIMUPOBAHO ¢ aDCOIOTHO HEOIArONpUsIT-
HBIM MPOTHO30M B oTHOIIeHUU Kak OB, Tak u bCB.

0

BCB
EFS

Bpems oT gaThl NOCTAaHOBKYM ANArHo3a, rogpl
Time since diagnosis, years

na/yes, n =26

Puc. 10. OB (a) u BCB (6) y nayuenmog c I'LIK 6 3a6ucumocmu om 8b1n0AHEHUs XUPYPeUHECK020 8MEUAMenbcmed
Fig. 10. OS (a) and EFS (6) in patients with HCC according to whether surgical treatment was performed
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B rpynrmie manueHTOB, IMEpPEeHECHINX XUPYyprudyeckoe
seyeHue (n = 26), nmpoBefeHa cpaBHUTEIbHAs olleHKa OB
u BCB B 3aBUCUMOCTH OT 00beMa OIepaTUBHOIO BMella-
TeJbCTBA: pe3eKUus (n = 17) uin opToTonuyeckas TpaHc-
miaHtanus (n = 9) neuenu (puc. 11). M3 aHanuza Obl1u
WCKJTIOYEeHBI 12 MalMeHToB, KOTOPbIe HEe IOIBEPraiuch
XMPYPrUUECKOMY JICUCHMUIO.

K Ttpetbemy romy HabmogeHusi OB mocie pesekuuu
cocrasuna 50 % (95 % AU 31—82), a rocse TpaHCIUIaH-
tamu — 78 % (95 % AU 55—100). ITarmieTHre nokasa-
tes OB cocraBwmm 43 % (95 % AN 24—77)u 78 % (95 %
AN 55—100) coorBeTcTBeHHO. Paznmuuus mexmy rpyr-
MaMuy cTaTUCTUYeCKU He3HauuMbl (p = 0,14). [1pu aTtom
CJIeayeT OTMETUTh, YTO TIAlIMEeHTHI, TIOABEPTIINECS TPaHC-
IJIAaHTALlUM TI€YEHU, TTPEUMYIIECTBEHHO MMEIU CTaauio
o PRETEXT III-IV.

AHajioruyHasi TEHICHIIMS BBISIBJICHA IIpU aHaIU3e
BCB. Tpex- u 5-neTHMe ToKa3aTeau IOciae pPe3eKIUn
cocraBuin 29 % (95 % AU 14—61), a mociie TpaHCIIaHTa-
unu — 56 % (95 % AN 31—100). Tem He MeHee pa3Indus
MeXIy ITOATPYIIIaMHU TI0 JaHHOMY TTOKa3aTesIio TakKe He
ObLIM CTaTUCTUYECKU 3HAaYUMbIMU (p = 0,3).

Takum obGpa3om, HeCMOTpPsI Ha OoJiee BHICOKME TTOKa-
3atequ Kak OB, Tak u BCB y nmaiueHToB, nepeHecmx
OPTOTOIMMYECKYIO TPAHCIUIAHTALIMIO TTEYEHHU, IO CpaBHE-
HUIO C Pe3eKIIMeil, CTAaTUCTUYECKU 3HAUMMBIX Pa3Tuauit
MEXIly CPaBHUBA€MBIMHM ITOATPYIIIAMU HE TIOJTyYeHO.

Oo0cyxaeHne

I'IK sBasieTcsd peakoil omyxosiblo MEYeHW y AeTei
U noaApocTKoB. Jlo HacTosIiero BpemeHn B Poccuiickoit
Denepaliiy He TPOBOAMIICS aHAIU3 PE3YJIBTaTOB JICUESHUS
neauatpuueckoit 'LIK Ha GoibIIMX KOroprax naldeHToB.
Hacrosiee nucciemoBaHue Ob110 HapaBIeHO Ha BOCIION -
HEHUE JaHHOro IMpobdena U MPOBEACHUE PETPOCTICKTUB-
HOro aHaJu3a KJIWMHUYECKUX XapaKTepPUCTUK U DPE3yJib-

OB
(0}

Bpems oT gaTtbl NOCTaHOBKM ANArHO3a, rogpl
Time since diagnosis, years
Tun onepauwnn/
Surgery type:

pe3sekuyua/resection,n =17
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TATOB JICUCHUSI HAa 3HAUYMUTETHLHON BBIOOPKE TAIlMEHTOB,
MMOJTyYaBIIMX TEPanuio WM KOHCYJIBTaTUBHYIO TTOMOIIb
B CITELIMAJTU3UPOBAHHOM MEIUITMHCKOM IICHTpE.

O0beM aHanM3UpyeMoli BBIOOpKU (1 = 39) oTpaxaeT
peakocts 'K B meaunatpuyeckoit momyasuuu. Hemerr-
KU perucTp omyxosieit nmeueHu 3a rnepuon 2011-2022 rr.
3apeructpuponan 43 ciaydas 3aboneBaHus [15]. JJaHHBI
(hakT moguepKMBaeT BaXKHOCTh MYJBTUIEHTPOBOM KOO-
repanuy Kak JUIsl TIPOBEICHUsI OObEAMHEHHBIX PETPO-
CITIEKTUBHBIX MCCJIEMOBaHUI, TaK W IS TJIAHUPOBAHMS
MPOCTIEKTUBHBIX ~ WHTEPBEHIIMOHHBIX  MCCJICIOBAaHUIA,
HaIpaBJICHHBIX Ha onTuMu3annio tepanuu [16]. Hecmo-
TPsI Ha JIOCTATOYHO OOJIBIIYIO JIJISI CTOJIb PEAKOTOo BUIA
OITyXOJIX BBIOOPKY, HEMOCTaTKAMM HACTOSILIIETO UCCIeNO0-
BaHUSI SIBJISIIOTCST €T0 PETPOCIIEKTUBBIN XapakTep U cOop
nHOOPMAIIUK 3a JUTUTETHHBIN MIePUOI BpEMEHH.

B neauatpuueckoii npaktuke I'LIK Bo3HMKaeT npeumy-
LIECTBEHHO y JIETeli CTapIlero Bo3pacTa U MOJIOIbIX B3pOC-
JIBIX de novo — 6e3 CBSI3U C MPEeIIIeCTBYIONIMM 3a001eBaHEM
rieyenu [1, 3, 6]. Tem He MeHee okoito 30 % TemaTpuIecKnx
CJTyJaeB CBSI3aHbI C TIPEIPAcIofiaralolMMK COCTOSTHUSIMU,
TaKUMU KaK BUPYCHBIC, HACIENCTBEHHbIC MJIM METaboIIe-
ckue 3abosieBaHNsl, CIIOCOOCTBYIOIIME PAa3BUTHUIO LIMPpO3a
neyeHu [17]. Pe3ynbraThl Halllero MccieaoBaHus MOATBEP-
xkpaaroT, uto 'K y neTeit 1 moapoCTKOB MpeACTaB/IsieT Co00it
3a00J1eBaHUE, OTJIMYAIOIIEECsT OT TAKOBOTO Y B3POCJIBIX MLl -
€HTOB, B YaCTHOCTHU 3a CUYET MPEUMYILIECTBEHHOTO Pa3BUTHS
de novo. B onmcanHolf HaMu Koropte b y 23,1 % narm-
€HTOB OBUIM BBISIBJICHBI TTPEIPACITONATAIOIINE COCTOSTHUS,
MpuYeM HanboJjiee YacTO BCTPEYasICcsl XpPOHUIECKUIA Tera-
TUT B, 9TO COOTBETCTBYET MaHHBIM MUPOBOI JIUTEPATypPhI
00 OTHOCHUTEJIIbHO HU3KOW 4acToTe (hOHOBOI MATOJOTUM
y TIemUaTpUIeCKUX TalMeHToB. TeM He MeHee accolrraliust
passutusa I'HK ¢ psagom 3abosieBaHUil U COCTOSIHUIMA, TTO
MHEHUIO MEXIYHApOIHBIX 3KCIIEPTOB, SIBJISICTCS OCHOBA-
HUEM K CKpUHUHTY B Ipyrnax pucka [1].

BCB
EFS

Bpema oT AaTbl NOCTaHOBKYM AMarHo3a, rogpl
Time since diagnosis, years

TpaHcnnaHTauus/transplantation,n =9

Puc. 11. OB (a) u bCB (6) y nayuenmos c T'lIK 6 3asucumocmu om o6sema Xupypeuueckoeo eMeuamenscmea (pe3eKyus neueHu Uil opmomonueckas

MpPaHCcnAGHMAayus neveHu)

Fig. 11. OS (a) and EFS (6) in patients with HCC according to the extent of surgical intervention (liver resection vs orthotopic liver transplantation)
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Knununyeckasa manudecranusg 'K B 6omapminHcTBE
cyJyaeB B HallleM UCCeIoBaHUU Oblia Hecrelu@uuHoi
U TIPOSIBJISIIACh OOJISIMU B XKMBOTE, SMIU30IaMU JTUXOPaIKU
WA 4acTO OECCUMNTOMHBIM TeueHueM. [loutu y Tpetu
maneHToB (28,9 %) mmarHo3 OB YCTAHOBIICH CiTydaii-
HO, YTO OTpaXaeT CJIOXHOCTM paHHEW AUarHOCTUKU
U TIOMYEPKUBAET HEOOXOIMMOCTh aKTUBHOIO HabJIomIe-
HUSI B IpyInax MoBbilIeHHOTo pucka [4]. Heobxomumo
OTMETUTD, YTO ypoBeHb ADII He SIBJISAICS YHUBEpPCATb-
HbIM MapkepoM ['IK: y 3HauuTenbHOW MOAM MalMeH-
TOB, OCOOEHHO ¢ (uOpoJaMEesIIPHBIM BapUaHTOM, €ro
3HAYEHUsI OCTABAJIUCh B Tpejesiax HOpMbl. Takum obpa-
30M, HopMatbHBIe 3HaueHMsT ADIT He nckmovarot 'K,
U B cyyae MOJ03PEeHUs Ha HaJu4yue JaHHOTO BUAA 3J10-
Ka4eCTBEHHOTO0 HOBOOOpa30BaHUsI Ha OCHOBAHWUM K-
HUYECKUX (HalpuMep, BO3pacTa) U PEHTTEHOJIOTUYECKUX
JIAHHBIX y MalieHTa ¢ 00beMHBIM 00pa30BaHUEM MEUYECHU
TpedyeTcsl MEeXIUCUMITIMHAPHOE OOCYXIEHME TaKTUKU
BEICHMUSI.

Ddubponamenmsipablii BapuanT ['LIK ObUT BBISABICH
y TPETU MAlMeHTOB U XapaKTEepU30BajICs 00jiee CTaplInuM
BO3pPacTOM Ha MOMEHT MOCTaHOBKU AWArHo3a U HU3KUM
ypoBHeM A®DII, 4yTo cormacyeTcsli ¢ JaHHBIMU JPYTHX
uccienoBateabckux rpymmn [15]. CyiiecTBeHHbIN yaeab-
HbIlt Bec pubponamesisapHoin I'IK oTinuaer neguatpu-
yeckylo kKoropty mauveHToB ¢ I'LIK ot B3pocioil momy-
Jsauuu 6osbHBIX. [loslydeHHbIE HaMU JaHHBIE B 1IEJIOM
COIJIaCyIOTCSI ¢ MEXIYHApPOAHBIMU W CBUIETEIbCTBYIOT
O COMOCTaBUMBIX MOKa3aTessIX BbDKMBAEMOCTU Yy Tallv-
EHTOB ¢ Kylaccudyeckoit u hudponamessprHoin I'LIK [18].

Pacnpenenenne nauueHToB no craausmM PRETEXT
U HAIMYUIO OTAAJIEHHBIX METacTa30B Ha MOMEHT IOCTa-
HOBKU IMarHO3a MPOJEMOHCTPUPOBAJIO MTPEBATMPOBAHUE
MalMeHTOB C PaclpOCTPAaHEHHBIMU CTAAUSIMU: TOYTHU
60 % mamuenToB mMmenu cragun PRETEXT 1111V,
ay 18 % ObuUIM BBIABICHBI OTIAJCHHBIC METACTa3bl,
MPenMYIIeCTBEHHO B Jierkux. HecMoTpsi Ha BHU3yallbHO
pazuyaronecs: KpuBble BbIKMBAEMOCTH, CTaTUCTUYE-
CKM 3HAYMMBIX pa3JIMYuii B MOKa3aTeNsIX y MallMeHTOB
B 3aBucuMoctu ot ctaguu 1o PRETEXT BowisiBieHO He
ObLITO.

B uccnenyemoii Hamu koropte mauveHToB ¢ ['IIK
S-netHsist OB cocraBuna 37 %, a BCB — 26 %, urto comno-
CTaBUMO C paHee OMyOIMKOBAHHBIMU MEXIYHAPOIHBIMU
MaHHBIMM JIUTEpaTypbl W JEMOHCTPUpPYET Hebsiaro-
TIPUSITHBIN TIporHo3 mpu neauarpudeckoir 'LIK [6, 8].
B yactHocTu, B uccienoBanusax SIOPEL-1 u SIOPEL-3
nokazaresii OB 1 BCB coctaBumm 28 % n 17 % u 22 %
n <22 % COOTBETCTBEHHO |6, 8].

BMmecTe ¢ TeM mokazaHo, YTO B TOCAEAHUE AECATUICTUS
OoJiee CTPYKTYpUPOBAHHBIN MOAXOM K BEACHUIO MalleH-
toB ¢ I'[K, BKJTIOUast MeXAUCLUIUIMHAPHOE 00CYXXIeHNe
TaKTUKW BeleHUsI, paHHee HallpaBJieHUE B CIelMaInu3u-
pPOBaHHBIE LICHTPBI, UMEIOIIE€ BOZMOXHOCTb ITPOBEACHUS
KakK CreuuduyecKkoro MpOTUBOOMYXOJIEBOIO JICUYEHMUS,
TaK ¥ XMPYPruyeckoro Je4eHus, BKIovasl TpaHCIJIaHTa-
LIMIO TIEYEHU, MO3BOJIMI YIYUIIUTh Pe3yabTaThl Teparuu
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[15]. Tak, MapuIpyTH3aLus B LIEJSIX MPOBEACHMS JIeUeHUS
nauueHToB ¢ 'IHK B LeHTphI, cnieLuanu3upyonmecs Ha
TpaHCIUIAHTALUMM TeYeHu, B ApreHTHHe IoKa3aja 3Ha-
YUTEJbHOE YJIyYllIEHUE Pe3yJbTaTOB JICUEHUS MO0 CpaBHE-
HUIO ¢ ApYrUMHU LieHTpamu (5-yetHsist OB 46,3 % npoTtus
17,5 %; p = 0,01) [19]. B HemaBHEeIT MyOIMKaIIUM HEMEII-
Knx aBTOpoB S-1eTHsAsT OB cocraBmna 55,5 %, mpeBBICUB
MoJIydeHHbIe HaMU AaHHBbIE [15].

TakTuka BeleHMs] MALIMEHTOB JETCKOro BoO3pacTa
¢ I'IK ompenensieTcst LeabIM PSIIOM MTapaMeTpOB, BKITIO-
yasi HaJIMuMe COMYTCTBYIOINIEH MaTOJOTMU TTIEUeHU, pe3eK-
TabeIbHOCTh OMYXOJAW U HaJIMYME OTAAJICHHBIX MeTacTa-
30B [20]. PagukanbHOe XUPypruyeckoe JeueHue sBseTcs
BaXXHEWIINM W EIWHCTBEHHBIM TOKAa3aHHBIM METOIOM
KYpaTUBHOU TepaITiH.

CoBpeMmeHHas1 TakTuka BefaeHus: nauueHToB ¢ 'K
BKJIIOUAeT OOCYXIACHHE WHUIUAJIbHON pPEe3eKLNU OIy-
XOJIM, TIOCKOJIbKY B IIEJIOM PSiie MCCIAENOBAaHUU OBbLIO
MPOAEMOHCTPUPOBAHO TIOJOXUTEJIbHOE BIUSHUE TIep-
BUYHOI1 orepaluy Ha MporHos [7]. B onucaHHol HaMu
KOropTeé BO3MOXKHOCTb TIPOBEICHUSI XUPYPruyecKoro
JIeUeHUs SIBASIIACh KJIOUEBBIM ITPOTHOCTUYECKUM (haK-
TOPOM, TIPOAEMOHCTPUPOBABIIMM JOCTOBEPHYIO CBSI3b
¢ ucxomamu. [lalueHTbl, MepeHeclIne Pe3eKIUI0 WIN
OPTOTOIMYECKYIO TpaHCIUTAHTALMIO TI€YEHM, HWMEIU
S-JeTHIOI0 BbIKMBaeMocTh 54 % mpotuB 0 % B rpym-
ne 6e3 onepauuu (p <0,001). BaxkHOCTb BBIITOJHEHUS
PaIVKaJIbHBIX XUPYPTHUECKMX BMEIIATEIBCTB TTOAUYEPKI-
BaeTcs TeM (pakToOM, YTO JOJTOCPOYHAs BBIXKMBAEMOCTh
ObLJ1a JOCTUTHYTA TOJILKO Y TMAalMeHTOB, KOTOPbIM ObLIa
BoeinojiHeHa RO-pesekius. OTCyTCTBUE XUPYPrUuyeCcKOro
BMENIATEeIbCTBA ObUIO aCCOLMMPOBAHO C IMPOTPECCUPO-
BaHUEM U JIeTaJIbHBIM UCXOJIOM, UTO ITOAYEPKUBAET HEOO-
XOJMMOCTh MaKCUMAaJIbHO PaHHEN OLIEHKU pe3eKTadesb-
HOCTH, a TakKe HarpaBjleHUsI OOJbHBIX ¢ MHULMAJIBHO
Hepe3eKTa0eIbHON OIMyXO0JIbI0 B CIHELMAIU3UPOBAHHBIC
LIEHTPbI, TJe BO3MOXKHO IpOBEIEeHUE TpaHCIJIaHTALMKU
MeYeHU.

OO6panraeT Ha ce0si BHUMaHUE HECKOJIbKO 00Jiee BBICO-
Kasl 4yacToTa JIeTaJIbHbIX UCXOJ0B Y MallMEHTOB, KOTOPBIM
BBITTOJIHSIACh OMOTICUS C TIOCIEAYIOIEe pe3eKiueid, mo
CPaBHEHMIO C MallMeHTaMM, KOTOPbIM pe3eKlus ObLia
BBIMIOJIHEHA cpa3y (cM. puc. 1). OnHUM U3 0ObICHEHUIA
MMOJYIYCHHBIX JAHHBIX MOKET SIBJISITBCS acCOIIMAIUs
ouoncur onyxoiu (B OCOOEHHOCTM MPOBEAECHHON He
B CIeUMaTM3UPOBAHHOM OHKOJIOTUYECKOM YUPEKICHUH )
C PUCKOM KPOBOTEUEHUSI U MOTEHUMATbHON AUCCEMUHA-
LIMM OMYXOJIEBBIX KJIETOK IOCJe MPOBEAEHHONH OMOMNCUM
[18]. B cBsI3u ¢ 3TUM KPUTUYECKU BaKHBIM SIBJISIETCS
0o0CyXJeHre TaKTUKW BeIeHUsI TAalUeHTOB AETCKUMU
OHKOJIOTAMH W IETCKUMU XUPYPTaMH, CICIHATIN3UPYIO-
IIUMMUCS Ha rernaToOuIMapHONW XUPYpPruu, A0 MOMEHTa
MPOBEICHUS KaKNX-JTM00 MHBA3UBHBIX TMarHOCTHUECKIX
MpoLeayp.

TakTuka BeoeHUS! TALMEHTOB C Hepe3eKTabeabHOi
I'K TpedyeT MexXAMCLUIUTMHAPHOTO 00CYKIEHUS C 0051~
3aTeJIbHBIM TMPUBJICUEHUEM CHELMAJNCTOB, 3aHUMAal0-
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IIMXCS TpaHCIIaHTallMel TeYeHU W WHTEePBEHIIMOHHOM
paauosiorueit [5]. OgHONM U3 OTIMYUTEIBHBIX OCOOEHHO-
creit nenuatpudeckoit 'K siBisieTcs aydinas 4yBCTBU-
TEJIBHOCTh K KJIACCUYECKUM IIUTOCTATUYECKUM IIperia-
paTaMm, B YaCTHOCTM K IIMCIUIATUHY W JTOKCOPYOUIIMHY
[6]. YacToTa OOBEKTUBHBIX OTBETOB MOXET JOCTUIATh
40—49 %, obGecrieunBast B psiIe CIy4aeB BO3MOXKHOCTH
MpOBENeHUs OTCPOUYCHHOM pe3eKIUU WU TTorcKa U MO~
TOTOBKM JIOHOpPA K ITPOBEICHUIO TPAHCTUIAHTALINY TTeYeHU
[6, 8].

Ha ceromusinHuil 1eHb ONTUMaJIbHAsT CXeMa CUCTEM-
Hoit Tepanuu nipu aetckoit 'K mpomgomkaer uzyyatbest
B paMKax MPOCIEKTUBHOTO MEXIYHAPOIHOTO HMCCIEeNO-
BaHus PHITT, B KoTopoM ManueHThl ¢ Hepe3eKTadeb-
Holt 1 MeTactatudeckoir dopmamu I'lIK He3aBUCUMO OT
TUCTOJIOTUYECKOTO BUIA OIMYXOJW PaHIOMU3UPYIOTCS Ha
nse BeTBU: PLADO + copadenu6 niu GEMOX (remuu-
TaOWH U OKCAJIUILIaTUH) + copadeHud [5].

Heo06xoamMo OTMETHTb, YTO, MO-BUAMMOMY, B OymIy-
IIeM TaKTUKa BEIEHUS MAallMEHTOB C Hepe3eKTabeabHOM
I'OK oynmer TpeboBarh Oojiee auddepeHIupPOBaHHOTO
noaxona. B aToM KOHTeKCTe 3aciaykMBalOT BHUMaHUS
pesyabtaTthl JeyeHus 'K, onmyOoiukoBaHHBIE HEMELIKOM
rpynmoii [15]. B uccienoBaHuM omnucaHbl pe3yJbTaThbl
aHanu3a JedyeHus 43 neTteil ¢ TUCTOJIOTMYECKU BEpU-
¢unmpoBannoit I'lIK (27 maumeHTOB C KjacCHMYeCKOM
dopmoit u 16 — ¢ pubposamesuisapHoii). bolio nmokasa-
HO, 4TO TIPOBEJCHUE HEOaTbIOBAHTHOW XWMMOTEPAITUU
y nanueHToB ¢ kjaccuuyeckoit I'IK mo3Bomio 10CTUYb
JaCTUYHOM pemuccuu y 62,5 % nerteil ¢ Hepe3eKTabeb-
Hoit I'lIK. Haubosee yacTo MpUMEHSIEMbIM PEKUMOM
SIBJISTach KOMOMHAIIMSI IUCIUIATUHA W JOKCOPYOUIIU-
Ha (n = 21), B psie ciay4yaeB B coueTaHUU ¢ copadeHu-
ooM (n = 16). B ob6uieit cinoxuoctu 79,1 % naimeHTOB
MoJydyaad XuMuotepanuio, a 67,4 % — MyJIBTUKWHA3-
HbIIT mHruouTop. Hamportus, npu dudposaMenisipHoit
I'IK npogemMoHcTpupoBaHa HeI()®HOEKTUBHOCTh CTaH-
JAPTHBIX PEXMMOB XMMHUOTEparu (4acToTa OObEKTUB-
HBIX 0TBEeTOB — 0 %), 4TO yKa3bIBaeT Ha HEOOXOIMMOCTh
pa3paboOTKMU aTbTePHATUBHBIX CXEM CHCTEMHOTO JICUCHUST
Mpy JaHHOM BapuaHTe oryxouu [15].

B ciygae wHUIMAMKM HEOAXbIOBAaHTHOW Tepanuu
B 3aBUCUMOCTM OT €€ 3(P(PEeKTUBHOCTU HEOOXOAUMO
TMOBTOPHOE OOCYXJEHHUE BO3MOXHOCTU IPOBEACHUS
paIMKaJbHOTO XMPYPIMUYECKOTO BMEIIATEIbCTBA, B TOM
yuciie B o0beMe TpaHCIIaHTalluK NedyeHu. B psine vccie-
JIOBAaHWI HE TMOKa3aHO pa3jInuvii B BBDKMBACGMOCTU TP
MPOBEICHUN WHUIMAJIBHBIX U OTCPOYCHHBIX XUPYpPIAUe-
CKUX BMemareabcTB [16]. Hamm maHHbIe Takke CBUIC-
TEJIBCTBYIOT O TOM, YTO BHIOOP WMHUIIMAIBHON TaKTUKU
He Baus1 Ha moka3areau OB: He ObLIO BBISIBICHO CTaTHU-
CTUYECKM 3HAYMMOTO BIMSIHUS TIEPBUYHON PE3eKIIUU 10
CpaBHEHMIO C HEOaIbIOBAHTHOM XMUoTepanueid. OmHuM
13 OOBSICHEHUI 3TOTO y aHAJIU3UPYEeMbIX HaMU TTallMeH -
TOB SIBJISIIACh OTHOCUTENIBHO BBICOKAsl 4acToTa IpOBe-
JIEHWsl TPAaHCIUIAHTALIMU TIeYeHU B BMIE OTCPOUYEHHOM
oreparuu.
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Borpoc o moka3zaHusx K TpaHCILIAHTALIMK [IEYEHU ITPU
HepesekTabenbHol 'K y geTeit ocTaeTcst aucKyTadenb-
HbIM. Bo B3pocioii mpakTUKe UCTIONb3YIOTCS MuiaHCcKue
KPUTEPUU, KOTOPbIE B OOJIBIIIMHCTBE CIydyaeB HeMpume-
HUMBI B IETCKOM BO3pacTe U3-3a OCOOEHHOCTE! pacrpo-
CTPaHEHUS OIYXOJU M HU3KOU 4acCTOTHI COIMYTCTBYIOILEH
marojornu TedeHu [6, 8]. Boiee Toro, ormy0JIMKOBaHBI
paboThI, IEMOHCTPUPYIOLIYE YAOBIETBOPUTEIbHBIC OTIA-
JICHHBIE pe3yJIbTaThl TpaHcIulaHTauuu y aereit ¢ F'LK, He
COOTBETCTBYIOIIMX TaHHBIM KpuTepusm [21, 22].

B Hameii koropre yactu geteil (n = 9) mpoBeaeHa
TpaHCIUIaHTAllMsl TI€YeHU, BKJIIOYas IallMeHTOB Ioc/e
MPOBENICHUST HEOaIbIOBAaHTHON xumuoTeparnuu. CraTu-
CTMYECKM 3HAYMMBIX DPa3IMUMii B MOKAa3aTessIX BBIKH-
BaeMOCTU MEXIy TPYINIIaMM IallMeHTOB, IOIBEPTHYTHIX
pe3eKIUU WIX TpaHCIUTAaHTAllUM MEeYeHU, He TMOJyYyeHO,
YTO ellle pa3 IMOJYEPKUBAET BaxKHOCTb PACCMOTPEHUS
BOMpOCa O TPaHCIUJIAaHTALIMW MEeYEeHU, Y TallMeHTOB IeT-
cKoro Bo3pacta ¢ HepedekTabeabHol 'IIK. OTHoCcuTEB-
HO BBICOKME TMOKa3aTeJIu BBbDKMBAEMOCTU ITAllMEHTOB,
KOTOpBbIM Oblla TpPOBEJACHA TpaHCIJIAaHTALUs TeYeHU
B HallleM MCCJIeIOBaHUM, MOTYT OOBSCHATH TOT (DaxT,
uyto ctagusi o PRETEXT IV He gBnsiach JoKazaHHbIM
dakTOpOM, YXyIIIAIOIIUM MPOTHO3 3a00JIeBaHUS, KaK 3TO
MTOKa3aHO MCCJIeIOBaHUSIMU APYTUX aBTOpoB [16]. HeoO-
XOIMMO OTMETUTb, YTO B HACTOSIIEE BPeMsI B KaueCTBE
METONOB KOHTPOJsSI Han 3abojeBaHUEM, OOecIieunBaro-
IIMX BO3MOXKHOCTb MOMCKA JOHOpA MEeYeHU, U3ydaroTcs
TpaHcapTepuasibHasE XMMHUOIMOOJU3alMs U TpaHcapTe-
puajbHas pagroaMobonauzanus [23, 24].

IMauments! ¢ 'K 1 HanmuureM oTAaIeHHbIX MeTacTa-
30B XapaKTePU3YIOTCS Ype3BbIYAHHO HEOJaronpusTHBIM
MPOTHO30M. B Halleit koropre MmaimeHThl ¢ OTAaICHHBIMU
MeTacTa3aMM He MPOJEMOHCTPUPOBAIN MOJOXUTEIBHOTO
OTBETa Ha HEOAIbIOBAHTHYIO XMMHUOTEPAIUIO, BCe Mallu-
EHTBI C OTHAJIEHHBIMU MeTacTazaMM yMepJu OT Iporpec-
CUpPOBaHUSI OITyXOJIEBOro Mpoliecca. DTO TMOATBEPXKIACT
OrpaHUYeHHYIO 3(h(PEKTUBHOCTh CTAHIAPTHON CUCTEMHOM
Tepanuu TpU IUCCEMUHMPOBAHHOM IIpollecCe W TIOA-
YEpKUBAET OCTPYIO MOTPEOHOCTh B MOUCKE M BHEAPEHUU
HOBBIX T€paneBTUYECKUX MOAXOA0B B 3TOI KOropTe 00JIb-
HbIX. [lepCreKTUBHBIMM CUMTAIOTCSI CTPATeTUH, OCHO-
BaHHbIC Ha MPUMEHEHUM TApTeTHOW W MMMYHOTEparuiu,
B YaCTHOCTM KOMOWHAIIMM WHTUOMTOPOB aHTHMOTeHe3a
M KOHTPOJIbHBIX TOYEK MMMYHHOI'O OTBETa, paHee TOoKa-
3aBIIMX 3(PHEKTUBHOCTH y B3pocibix MamueHToB ¢ 'K
[25]. Tak, kJIMHUYECKUE WCCIACOOBAHMSI Ha B3POCON
MOMNyJISIMKA MalMEeHTOB ¢ HepesekTadenbHol ['LIK mpo-
JIEMOHCTPUPOBAJIN, YTO KOMOMHaLMs nHruoutopa PD-L1
are3osin3ymada ¢ 6eBal3yMadboM MPeBOCXOIUT CTaHAapT-
HyIo Tepanuio copadeHnoom [26]. Kpome Toro, mokasaHa
AKTUBHOCTb KOMOMHaLMU uHruoutopa PD-1 HuBosymada
¢ unruoutopom CTLA-4 unuiumymaboM y TMalMEeHTOB
KakK ¢ Kjaccuyeckoit, Tak u ¢ ¢uodponamentsipaon 'K
[27, 28]. TTonTBepxaeHUe 2(HEKTUBHOCTU NaHHBIX MO~
XoJ0B y neTeit u monpoctkoB ¢ I'LIK TpebyeT mpoBeaeHus
MPOCTIEKTUBHBIX KIIMHUYECKUX UCCIeTOBAHMIA.
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3akJjroyenue

I'lIK npeacraBasier coboii penkoe U arpecCUBHOE 3710Ka-
YeCTBEHHOE HOBOOOPa30BaHUE MEYEHU y IETeit U TOAPOCTKOB
W XapaKTepu3yeTcs KpaiiHe HeOIaronpusiTHBIM ITPOTHO30M.

[To maHHBIM HaACTOSILETO WCCACAOBAHMS, S-JIETHSIS
OB cocrasuna 37 %, BCB — 26 %, 4ro MOATBEPXKIAET
BBICOKYIO arpeCCUBHOCTh 3a001eBaHMsI M HU3KYIO0 3 beK-
TUBHOCTb TEKYIIMX cxeM Tepanmuu. KioueBbiM dakKTo-
DPOM, OIpPEAeISIONINM MOJOXUTEIbHBIA UCXOMd, OCTaeTCs
paguKagbHOE XUPYPrUYecKoe JIeUeHUe — Pe3eKUMsT WU
OpTOTONMUYECKas TpaHCIJIAaHTALIUS TIEYeHU.
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B 11e10M ToydyeHHBIE B HACTOSIIIEM HMCCICTOBAaHUM
TaHHBIC TTOAYEPKUBAIOT HEOOXOIMMOCTh IaJlbHEHIIIEro
W3YYECHUST MOJICKYJISIPHBIX W KIMHUKO-OMOJOTMUECKHIX
ocobeHHocTtelt I'IIK y neTeit 1 BKIIOYEHUS TaKUX Mallu-
€HTOB B MHOTOIICHTPOBBIC KIIMHUYECKHE MCCIIeTOBaHMS.
Pannsg nmarHocTuKa, pacinpeHne MMoKa3aHuil K TpaHC-
IUTAHTAllMM TICYeHU, a TaKKe BHEIPEHME COBPEMEHHBIX
CTpaTeTWii CHUCTEMHOM Tepanuy SIBJISIOTCS KITIOUEBBIMU
HaITpaBJICHUSIMU JIUTS YIIYYIIEHWs TTPOTHO3a Y 3TOM Kpaii-
He CJIOXKHOM KOTOPTHI ITALIMEHTOB.
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PethepencHas oueHKa NNaHOB/NPOTOKOJIOB NIy4eBOi Tepanumn y AeTei:
pe3ynbTatbl U NEPCNEeKTUBbLI

A.B. Heuecniok, M.M. Crpoxenkos, A.A. Jlorunosa, ®.f. Kanecrpu, B.B. I'opHocraes, A.I. Pymsanues

DOIBY HMHUIL] JITOHA um. Imumpus Poeauesa» Munzdpasa Poccuu; Poccus, 117997, Mockea, ya. Camopsr Mawena, 1;
KonrakThble naunbie: Azexcei Bradumuposuu Heuecriok alexey.nechesnyuk @dgoi.ru

CeoeepemeHHbte 6blie/leHue, anaius u /zulceudauuﬂ B803MOJICHBIX OUUOOK 8 npomokxkoaax paduomepanuu umerom 8ajicHoe 3HaueHue 045
ycnexa KOMN/AeKCHO2O /1e4YeHUs nauyuenHmoes.

Ileav uccaedosanus — co3danue cucmemvl pegpeperca npomoko0a08 Ay4eeoll mepanuu 6 0emckoil npakmuke 00 Ha4aia AeveHus 041
UCKAIOHEHUS BOZMOINCHBIX eDPYObIX OWUOOK 6 NAGHUPOBAHUU, 4 MaKice 045 OUEHKU U YAVYHUIeHUsS KA4ecmea Ay4eeoil mepanuu U, Kax
credcmeue, pe3yabmamos AeHeHus. RAyUeHmos 0emcKo20 803pacma.

B xo00e uccaedosanus onpedenen Kodp@uuuenm ucnonb3o8aHus AyHeeol mepanuu 6 0emckoil npakmuke, komopowiil cocmaegun 42 %.

B pabome npodemoncmpuposatsi pesyavmamol pegepercHoil oyenku 589 npomokonog ayuegoii mepanuu y demeil 3a 2019—2024 ee.
Sameuanus, mpebyrowue Koppexyuu, umesu 43,3 % ucnoab308aHHbIX NPOMOKO0N08, nodsepeuiuxcs pegepeHcHoil oyerke. Tlokaszano,
umo Haubosbuieil npooaeMoll 6 00ecneyeHuU Kayecmeda Ay4eoll mepanuu 0ocmaemcs: onpedeneHue 00seMo8 MuuleHu — Haubonee
DPACNPOCMPaHeHHble OUUOKU CE53aHbL ¢ OKOHmYpueanuem muwenu (36,7 %), peace ecmpewanuce ouuOKU 6 OKOHMYPUPOBAHUU OP2AHO8
pucka (2,3 %) u npednucanuu 903 (5,4 %). Hauborvwiue mpyoHocmu 03HUKAAU NPU NAGHUPOSAHUU AYHe0l mepanuu 045 NAYUEHMO8
¢ aumpomoit Xooxckuna (55,2 % owubok) u npu kpanuocnunaishom ooayuenuu (39,5 % owubok).

IIposedenue pegepencroii ouenku npueseno k docmogepromy (p < 0,001) cnuxcenuro koauvecmea owuoox ¢ 51,1 % npu 1-m obpaweruu
do 23,6 % nocae 4-e0 obpawenus. Dmo noomeepiucoaem o0pa306amMeNbHYH) UEHHOCMb CUCHeMbl peheperca U ee ponb 8 NoblueHUl
Keanugurkayuu cneyuairucmos. Pegepencnas oyenka nianog ayveeoi mepanuu y Oemeil S645emCs GANCHOIM UHCMPYMEHMOM OAsL
NOGbIUICHUS KAYeCMBa AeHeHUs U MUHUMU3AUUU DUCKOB.

Pe3y/1bmamb1 uccaedoganus no@uepku@aiom BAJICHOCNTb I’lpO@O/lJK'eHU}Z u pacuiupeHus amoll npakmuKku 01 obecneveHus: 8blCOK020
Kavecmeda Ne4eHuUs U CHUNICeHUA puckoe ons nayuenmoe.

KmoueBble ciioBa: yiyueBasi Teparusi, 1eTH, OKOHTypUBaHue, pepepeHCHast OlleHKa MJIaHOB/TIPOTOKOJIOB JieueHUsT, KO3MOUIIMEHT
HCTIOJIb30BaHUS paguoTeparin

Jna marapoBanms: Heuechiok A.B., CrpoxenkoB M.M., Jlorunosa A.A., Kanecrpu @.4., Topuocraes B.B., Pymsnues A.T.
PedepeHcHast olieHKa TIaHOB/TIPOTOKOJIOB JIy4eBOM Teparuu y IeTeil: pe3yIbTaThl U MEePCIeKTUBbI. PoccuiicKuii XypHall 1eTCKOi
reMartojioruu u oHkojorun. 2025;12(4):27-36.
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A peer review of pediatric radiation therapy planning: results and prospects

A.V. Nechesnyuk, M. M. Strozhenkov, A.A. Loginova, F.Ya. Kanestri, V.V. Gornostaev, A.G. Rumyantsev

Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia

Timely identification, analysis, and prevention of potential errors in radiotherapy are crucial for successful comprehensive treatment.

The aim of this study — to establish a system of peer review of radiation therapy plans in pediatric practice prior to treatment initiation in
order to avoid possible major errors in treatment planning as well as to assess and improve the quality of radiation therapy, and consequently,
treatment outcomes of pediatric patients.

1In study established a 42 % utilization rate for radiation therapy in pediatric practice.

Here, we present the results of a peer review of 589 radiation therapy plans in children conducted from 2019 to 2024, with 43.3 % of them
requiring corrections. It was demonstrated that the most significant challenge in ensuring the quality of radiation therapy remained target
volume delineation: the most common errors were related to target contouring (36.7 %), less frequently to organs-at-risk contouring (2.3 %),
and dose prescription (5.4 %). Radiation therapy planning was most difficult in patients with Hodgkin lymphoma (55.2 % of errors) and those
requiring craniospinal irradiation (39.5 % of errors).

A peer review of radiation therapy plans resulted in a significant (p < 0.001) reduction of errors: from 51.1 % at first review to 23.6 % after
the fourth one. These numbers confirm the educational value of the peer review system and its role in furthering professional development of
specialists. A peer review of radiation therapy plans in children is an important tool for improving the quality of treatment and minimizing
associated risks.

The results of our study emphasize the importance of continuing and expanding the use of radiotherapy planning so that to ensure high quality
care and reduce risks for patients.

Key words: radiation therapy, children, contouring, a peer review of radiation therapy plans, radiotherapy utilization rate.
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Beenenue

JlyaeBas tepanus (JIT) B HacTosmee BpeMs SIBJSICT-
Csl OMHOI M3 BaXKHBIX COCTABJISIONIMX JICUCHUS 3JI0Ka-
yeCcTBEHHbIX HOBooOpa3zoBaHuii. [lo manHbIM Bcemup-
HOM OpraHM3alMu 3ApaBooxpaHeHus1, okojo 70—75 %
OHKOJIOTMUYECKUX O0JbHBIX TpeOyeTcs npoBeacHue JIT,
50 % Bcex OHKOJIOTUYECKHMX OOJbHBIX IIOJY4aloT ee
B nipouecce jgedeHus [1]. JIT npumeHsieTcss B KauecTBe
CaMOCTOSITEJILHOTO METOZa JICUCHUST MIU KaK OOUH M3
KOMITOHEHTOB KOMILIEKCHOTO momxoma. OHa MOXeT
OBITH MCIIOJb30BaHA KaK I/ paauKaIbHOIO JeYSHUS,
TaK ¥ B Ka4eCTBE NMaJJIMAaTUBHOM TepaItuu.

C teuenuem BpeMenu JIT mperepriesia 3HaUNTETbHbIE
usMeHeHus. JlocTuxkeHUs1 B 00JacTU BU3yalu3alllu,
MOSIBJIEHUE HOBbIX MeToauk mposeaeHus JIT, HoBoro
000pyA0BaHUS, CUCTEM JO3UMETPUYECKOIO IJIaHWPOBA-
HUS TIO3BOJIWJIM Peain30BaTh 00Jiee CI0XHbIE JeUeOHbIe
IUTaHBI, YAYYIIUATH Pe3yIbTaThl ICYCHUS, a TAKXKe CHU3UTH
TOKCMYHOCTDL Teparuu. CoBpeMmeHHast JIT — BbICOKOMH-
TeJUIeKTyaJlbHasl UM Tpyao3aTpaTHasi OTpacib MEIULIMHBI.
OnHako HaaM4yuMe B KIWHUKE BBHICOKOTEXHOJIOTUIHOTO
000opya0oBaHUSI U TIPUMEHEHHE HOBBIX, 00jee CIOoX-
HeIXx Metonuk JIT He Bcerma NMpUBOIIT K YIyYIICHUIO
pesyabraToB jedyeHus. [IposeaeHue kypca JIT TpeGyer
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BBICOKOM KBaTM(PUKAIMKA U CIaKEHHOM pabOThI IPYITIIbI
CITELIMAINCTOB — PaJMAIllMOHHBIX OHKOJIOTOB (JTy4eBBIX
TEparneBTOB), MEIULIMHCKUX (DU3UKOB, paIvalliOHHBIX
TEXHUKOB Y MHKEHEPOB.

OCHOBHBIMM 3TallaMW TEXHOJOTMYECKON IIEITOYKHN
TUTaHUPOBaHUS U TTpoBeneHust JIT sSBIISIIOTCST BHITTOTHEHNE
TOTIOMETPUYECKOM pa3MEeTKN U OKOHTYPUBAHUSI, OTIpe/ie-
JIeHue 00BbeMOB OOTYYeHUSI M pacyeT MOo3bl Ha MUILIECHU
M OpraHbl pUCKa, MPOBEIECHME JTO3MMETPUYECKOTO ILjia-
HUPOBaHUS U MPOBepKa MiaHa, mpoBeneHue ceaHcon JIT
C MCITOJIb30BAaHWEM CPEJCTB BU3YyaJbHOTO KOHTPOJIST MU
6e3 Hux. KauectBo JIT 3aBUCUT OT KauecTBa BHITOTHEHUS
KaxJ0ro aTarna, olmoKa Ha JIloOOM 3Tare Mpu MoaroToB-
Ke u/mnn peanusaruu TuiaHa JIT MoXeT mepedepKHYTh
pe3yabTaThl Bceil paboThI.

CBoeBpeMeHHBIC BBISIBIIEHWE, aHaIW3 ILJIaHOB/IIPO-
ToKOJI0B JIT M MTMKBUAAIIMST BO3MOXKHBIX OIITMOOK MMEIOT
BaXHOE 3HAUEHME TSI 00eCTICUeHUST TapaHTUM KavyecTBa
MPOBEACHHOTO JieueHUs. BiausiHue ommoOOK B IJTAaHWPO-
BaHuM JIT Ha BbDKMBAEMOCTb OBIIO M3y4eHO B MCCJie-
noBanuu TROG 02.02 y mamyeHTOB ¢ pacnpocTpaHeH-
HBIM paKOM TOJIOBHI M Ilieu. BbIJI0 MoKa3aHo CHUKEHUE
2-neTHel obmei BerkuBaeMoctr Ha 20 % (¢ 70 mo 50 %;
p < 0,001) n 2-neTHelt BbDKMBAeMOCTU 0O€3 JIOKOPErno-
HapHBIX peuauBoB Ha 24 % (c 78 mo 54 %; p < 0,001)
B TPYIINE MalMeHTOB ¢ omurbOKaMu B TutaHupoBaHuu JIT.
B MemuumHCKMX IIeHTpax, MMEIOIIUX OrpaHUYeHHBIN
OTIBIT JICYEHUS TIAIIMEHTOB C JaHHOM HO30JI0THEl, OO~
KU BCTpeYyaInch vaiie. Tak, eciiv Yuciio NalueHTOB ObLIO
MeHee 5, 1o B 29,8 % mutanos JIT uMmenuch olmmbKu, B TO
BpeMsI KaK B MEAUIIMHCKUX LIEHTPaX ¢ YMCIOM MallUeHTOB
oosiee 20 oIMOKM B MIaHMPOBAHUM HAOJIONAIUCH JUILb
B 5,4 % ciydaes [2].

[To pesynabratam psiia ApYyrux MCCICTOBAHMUIT BBISIB-
JieHo, yto okosio 10—30 % mnanoB JIT TpeOyloT nusmeHe-
HUI, KaK He3HAYMTEJIbHBIX, TaK ¥ 3HAYMMBIX, CITOCOOHBIX
MOBIUAThL Ha 3(PdEKTUBHOCTL ee MpuMeHeHus: [3—5].
B kpynmHOM MeTaaHasM3e KOTOPTHI B3POCIIBIX IMAIUEHTOB
C Pa3IMYHBIMU JIOKAJTU3ALASIMI OITYXOJIEH, BKITIOYAIOIIEM
55 uccnenoBanuii u 96 444 ciyvast pecepeHCHOM OLIEHKU
mwiaHoB u3 10 cTpaH, MoKa3aHbl aHAJOTUYHBIC PE3YJIb-
taTel. CymMMapHas A0JsI peKOMEHIAIlWii 1O BHECEHUIO
M3MeHeHUl coctaBuia 28 %, mpuiyeM peKOMEeHIAIuuU 110
CYIIIECTBEHHBIM M3MeHeHUsIM cocTaBuim 12 %. Haubo-
Jiee pacripocTpaHeHHBIC TTPUYMHBI /I peKOMEHAAIIUI TI0
uzMeHeHuo miaHoB JIT Bkilouann HeBEpHBIE OoIpeaee-
HIe 006eMOB 00ydeHUs (45 %), mpearmmcanne T03bl 1T
muneHu (33 %), opraHos prcka (9 %) 1 OKOHTypHUBaHHUE
opraHoB pucka (5 %) [6].

Hosisl 1aHOB, HE OTBEYAlOIIMX TPEeOOBAHUSIM TIPO-
TOKOJIa Yy TIeAMaTPUUYECKUX IallMeHTOB, OblIa ITOKa3a-
Ha B mpoektre QUARTET. bbby mpoaHaIM3upOBaHbI
263 manMeHTa ¢ pa3IMIHBIMU JIoKajmu3auusaMu. B 25 %
CJlyyaeB BBISIBJICHO KPUTHUYECKOE HECOOTBETCTBUE ITPO-
TOKOJTY, 4YTO TpeboBano nusMeHeHus riaHa JIT. Hanbomnee
YaCTBIMM TPUYMHAMU SIBJISIMCH OTIpeNesieHrue 00bheMOB
muiieHeit (53 %), orpaHuveHUe M03bI HAa OpTaHbl pUCcKa
(31 %), no3a mnsa mutenu (28 %), onpenesiecHNEe 0OBEMOB
opranos pucka (13 %) [7].
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Takum obpa3om, HauboJIbllIel TTPobIEeMOil B obecrie-
yeHun kadyectBa JIT Kak y B3pocCJibIX, TaK 1 y J€Teil ocTa-
eTcsI onpeesieHre 00beMOB MUIIICHMU.

HenpaBuibHoe omnpeneseHue OOBEMOB OOTYYCHUS
B 3HAYUTEJIPHOM CTEIEeHW MOXET BIWATh Ha ero Kaye-
CTBO M Pe3yJIbTaThl JICYEHUS, TIPUYEM Jaxe B OOJbIICi
CTETIEHM, YeM ITOTPEITHOCTH B YKJIAJKe WJIN TBMKEHMSIX
opraHoB [8]. [1pu 3ToM HeMaOBaXKHBIM (haKTOPOM SIBJISI-
€TCSI YacToTa BCTPEYAeMOCTH IaToJIOTUM. Tak, OKOHTY-
pUBaHME YaCTO BCTPEYAIOIIErocsl paka MmpencTaTeTbHOM
JKeJIe3bl CBSA3aHO C MEHBIIMM KOJTUYECTBOM OIIMOOK IO
CPaBHEHMIO C pEXe BCTPEUYAIOIIMMCS PakoM IpSMOi
KMKu [9].

Haub6onee yacto ommbku B ompeaeseHUn 00bEMOB
MMIIIEHE! BBISBIISIIOTCSI B HAMOOJIee CIOXHBIX TSI OKOH-
TYPUBAaHUS JIOKAJIU3ALMSIX — B 00JaCTH TOJIOBBI U IIIEH,
Masioro Ta3za [10—12]. OKoHTypuBaHUE TIpU AETCKUX
pakax 3HAUYMTEJIbHO OoJiee TPYJOEMKO IO CPAaBHEHUIO
Jaxke C CaMbIMU CJIOKHBIMM JIOKAJIM3alMSIMKA Y B3POC-
Jpix. CpenHee BpeMsT OKOHTYPUBAHUS B ITeAUATPUUECKOM
MpakTWKe, MO JaHHBIM ucciaenoBaHus E. Montague
et al., cocraBnsieT 210 MUH, a Ha OKOHTYpPUBaHUE MUIIIE-
Heli B 00J1aCTH TOJIOBBI U 11Ie U, OMyX0Jieit MaTKu (Hanbosiee
CJIOXKHBIX JIOKAIWU3alUid OMyXoJiel JUIsl panroTeparneBTa)
tpatutcs 120 u 85 MuH cooTBeTcTBeHHO [11].

COBOKYITHOCTh PEIKOCTH TATOJOTUM M CIIOXKHOCTH
OKOHTYPUBAaHUSI TIPUBOAUT K BHICOKOMY ITPOILICHTY OIIIM-
60k B rutaHupoBanuu JIT B nerckoit mpakTuke. Hanbomnee
JEWCTBEHHBIN CIIOCO0 CHUKEHHUSI KOJIMYECTBAa OIIMOOK
U yaydmeHus kadectBa JIT — mpoBeneHue pedepeHCHOM
oueHku miaaHoB JIT u kKoppekuusi omnOOK A0 Hayvaaa
JledeHus. B 6ebruiickoM HalloOHaIbHOM UCCIeIOBAaHUM
pedepeHca miaHupoBaHus JIT npu pake NpsaMoil KUILIKU
ObUTO NMpoaHaM3upoBaHo 1224 miaHa, npu 1-m obpaiie-
Huu B 74,3 % ciydaeB ObLIM BHeCeHBl M3MeHeHUs. [1pu
MOCJICAYIOMNX OOpalleHusIX eIMHO00pa3nue KOHTYpPOB
yBeIMYUBAJIOCh, U mocye 10-ro obdpanieHus pe3yabTaThl
JIOCTOBEPHO HE OTJIMYAIUCh OT mocaeayomux [13].

MeXIyHapOIHBIN OTIBIT ITOKA3aJl, YTO KOHTPOJIb Kavye-
CTBa MMHUMU3UpYeT KojauuecTBo omnbok B JIT. OnHum
U3 METOOB TaKOTO KOHTPOJISI MOXKET SIBISIThCS pede-
peHcHas onieHka ruiaHoB JIT. OHa mpu3BaHa He TOJIBKO
VAYYIIUTh PE3YJIBTaT JICUeHUsT KOHKPETHOrO TallMeHTa,
HO ¥ TIOBBICUTH YPOBEHb ITOATOTOBKU CIIELIMAINCTOB,
YTO MOXET CHU3WTh KOJMYECTBO OIIMOOK B OymylieM
M YJIy4IIUTh KayeCTBO ITPOBOAMMBIX HCCJIEIOBaHUI
B oosactu JIT.

Iens uccenoBanusa — pa3paboTKa U BHEAPEHUE CUCTE-
MbI pedepeHca riaHoB/poTokooB JIT B neTckoii mpak-
THKE 0 Hayaja JIeYeHUs JUISl UCKITIOYeHUST BO3MOXHBIX
IpyOBIX OIIMOOK B IJITAHUPOBAHWU, OLICHKH W YIYUIIEHUS
kavyectBa JIT u, Kak ciencTBue, pe3yabTaToOB JICUCHUS
MaIMeHTOB JETCKOTO BO3pacTa.

OCHOBHBIE 331241 UCCIICTOBAHUS:

e oueHka uucia geteit, npoxonsgmux JIT B Poc-
cuiickoit denepanuu;

*  OlleHKa MOTPeOHOCTH B MPOBeACHUHU pedepeHca
miaHoB JIT 1 HEOOXOAMMBIX PECYPCOB [JIsI €ro MPOBee-
HUS,;

OpurunanbHble ucenepoBanus // Original studies
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*  paszpaboTKa cucTeMbl olleHKH r1aHoB JIT,

*  BBISIBIICHWE HamboJIee YaCcThIX OITMOOK B ITAHU-
poBanuu JIT,

*  oleHKa BausiHUS pedepeHca riaHoB JIT Ha cHibke-
HYE KOJIMYECTBA OIIMOOK TPH TTOCIIEYIOIINX O0paIleHUSIX;

s ompeneieHWe NaJbHEHINNX MIArOB IO YIIydIle-
Huto KadecTBa JIT B menuaTpriecKoii MpakTUKe Ha OCHO-
BaHUU aHaJIM3a Pe3yJIBTaTOB ITPOBEIEHHOTO pedhepeHca.

MarepuaJibl U METOIbI

Hamu 6bu1 mpoBefeH onmpoc KJIMHUK paaudoTepanuu
U OIpPEeNesIeHO YWCJIO TallMeHTOB MOETCKOIro BO3pacTa,
koTopblie ipoxonusu JIT B Halreit ctpane. Ha ocHoBaHUM
OOILIIETOCTYITHBIX CTATUCTUYECKUX JAHHBIX, a TAKXKE JAHHBIX
COOCTBEHHOI'O OIpoca oMpenesieHa MOoTpeOHOCTh B pede-
peHce tuiaHoB JIT y gereii, a TakKe OLIGHUBAIMCh HEOOXO-
JIIUMBbIE PECYPCHI U151 TPOBEACHUS TaKOro pedepeHca.

[lepBbIM 3TamoM OLIEHKHU TIJIAHOB SIBJISIIIOCH OIpee-
JIEHUE TTIOKa3aHUI K 00JIydeHUI0, ero Leau (paaruKaaibHast
WM Ta/UIMaTMBHasI), BPEMEHM IIPOBEICHUsI, BBIOOpA
MeTonaa paavotepanuu (HGoToHHas, MPOTOHHAs, OpaxuTe-
panus U T. 1.), 00beMa 1 103bl 00Jy4eHUsI HA OCHOBAaHUU
MPEeACTaBACHHON IMOJHON MEeAUIIMHCKOW WHbOopMaIuu
0 TalMeHTe, aHaJIu3a JaHHbBIX BU3yaau3allMd Ha MEX-
JMVCIIMTUTMHAPHBIX COBEIIAHUSIX WJIM B paMKax TeJieMe-
JUIIMHCKUX KOHCYJBTAllMi C YyJacTHUEM CIIeIUaTuCTOB
Pa3IUYHbIX TpOhUIIEH.

Jns craHpaptu3anuu Oblla pa3paboraHa Oa3za JaH-
HBIX, KOTOpasi BKJIIOYaja B cebsl OLIEHKY BCEX O3TaIloB
OKOHTYpVBaHUs W TIUIAHUPOBAHUS: OILIEHKA KOHTYpPOB
MMIIEHW, OPTaHOB pUCKa, MPEANMUCaHUs 103 00JIydyeHUs
B COOTBETCTBUM C KIWHUYECKHMM DPEKOMEHAAIUSIMU
U IO3HOTO pacIpeae/ieHus.

bbutu onipenesieHbl KPpUTEPUHN OLIEHKM KaXIOTro 3Tara;

1. TIlpuHsATO (COOTBETCTBYET LIEJSIM  Teparuu,
BEPOSITHOCTh Pa3BUTHSI OCJIOXHEHWII MUHMMaJIbHA, WU
OTCYTCTBYET BO3MOXHOCTb UX U30eKaTh, HET OTKJIOHEHU
OT CYIIECTBYIOIINX KIMHUYECKUX Y METOINIECKUX PEKO-
MeHJaLi).

2. TlpuHsaTOo ¢ 3aMeyaHUSIMU (COOTBETCTBYET LIEJISIM
MPOTHUBOOITYXOJIEBOM Tepamnuu, BEPOSITHOCTb Pa3BUTHUS
OCJIOXKHEHMII MUHMMaJIbHAa, WJIM OTCYTCTBYET BO3MOXK-
HOCTb UX U30eXaTh, €CTh OTKJIOHEHMUS OT CYIECTBYIOIIUX
KIMHUYECKUX U METOINIESCKMX PEKOMEHIAIIMIA).

3.  He npunsato (BbICOKa BEpPOSITHOCTb pPEeLUIMBA
W/WJIN Pa3BUTHS OCIIOKHEHUI, KOTOPBIX MOXKHO M30€KaTh).

OreHKa KOHTYPOB MMIIIEHEW W TIPEANMCAHHBIX 103
MPOBOAUIACH B COOTBETCTBUM C NEHCTBYIOLIUMU MPO-
TOKOJIAaMU JIeYeHUsI, YTBEPXKIECHHBIMM KIMHUYECKUMU
PEKOMEHIALMSAMM, PEIICHUSIMU MEXKIMCIUTUIMHAPHBIX
coBentanuii. OrieHKa KOHTYPOB KPUTUYECKUX CTPYKTYD
npoBoauaack B cootBeTcTBUU ¢ aTiacaMmu RTOG, peko-
MEHIAUSIMU B ITPOTOKOJIAX JIEYCHUs, NEHCTBYIOIIMMU
KIMHAYECKUMU PeKOMEHIAISIMMU.

ITo pesyabrataM pedepeHCHOI OLIEHKU 3aMedyaHMs
M BO3MOXHBIE YT WX YCTpaHEHMSI ObLIM O(hOpPMIICHBI
B paMKax TeJIeMeIUIIMHCKUX KOHCYIbTAallWi, a TAKXKe Mpo-
BOIWJIMCH MPSIMbIe KOHCYJIbTallMM B (hopMaTe «Bpad-pa-
JIMOTEPAIeBT PEerMOHAIBHON KITMHUKKA — Bpav-3KCIIEPT».
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Hnsa  onpeneneHus: 3¢h@MEKTUBHOCTU  BBIOJHEHUS
pedepeHCHOI OIIEHKM TUIaHOB MbI MpPOaHATU3UPOBATU
KOJIMYECTBO HEMIPUHSITHIX MJIAHOB B 3aBUCUMOCTU OT UMC-
Jla oopateHuit. CpaBHUBaJIM MPOLEHT HEMPUHSTHIX T1a-
HOB IpU 1-M 00pallleHuu U mpu 2, 3, 4-M 1 MOCIEAYIOLINX
oOpaleHusIX. 3HAYUMOCTh PE3YJIbTaTOB OLICHUBAIU IO
KPUTEPUIO ¥> ¥ TOUHOMY KpuTepuio Duiiepa.

YuyurtbsiBasi 0COOEHHOCTU TIAHUPOBAHUS U OKOHTYPH -
BaHUS B 3aBUCMMOCTHU OT BbIOpaHHOI MeToauku JI'T, Obutn
BBIJEJICHBI MOATPYMIIBI B LIEJSIX OLIEHKU pHUCKa OIIMOOK
MPU TaHHBIX BapuaHTaX 00Jy4yeHUs BHE 3aBUCUMOCTH OT
TUCTOJIOTUYECKOTO TUTIA OITYXOJIH.

Pe3yabTaThl ¥ UX 00CyXKIEHHE

Pesyasvmamot peghepenca

MpI HayaJiM TIPOBOAUTH pedepeHCHYIO OLEHKY
miaHoB JIT B 2019 . 3a 5 net (¢ 2019 no 2024 r.) nipo-
BeleHa olleHKa IuiaHoB misg 589 mamuenTtoB. B 2019
ObLT0 olleHeHo 3 ruiaHa, B 2020 . — 42, B 2021 . — 86,
B20221. —142,82023 1. — 154,82024 1. — 162. KonuecTBo
KJIMHUWK, TIPUCIIABIIMX TIaHBI Ha pedepeHC, COCTaBUIIO
453aBceroabl (820191 —3,82020r. — 17,82021 . — 35,
B 2022 1. —40, 82023 1. — 44, B2024 . — 45). KonuuecTBo
o0OpaleHU T OT KIIMHUKY BapbupoBaioch oT 1 1o 118 (cpen-
Hee 3HaueHue — 13,1, crangaptHoe oTKJIoHeHue — 20,1).

KoamyecTBo TIaHOB B 3aBMCHMMOCTH OT IHMarHo3a
MpeacTaBaeHo B Tab. 1.

Tadmuua 1. Koauuecmeo nianos nevenus 6 3agucumocmu om ouazHo3a

Table 1. Number of treatment plans by diagnosis

ITaTonorus KonuuecTBo miiaHos %
Pathology Number of plans °

Onyxonmu HHC

CNS tumors = 37,9
CapKoMmbl 123 209
Sarcomas

JInmpoma XomkknHa 96 16.3
Hodgkin’s lymphoma ’
OcTpblii JIEHKO3

Acute leukemia e 2
Heiipobiactoma

Neuroblastoma 27 4,6
Hedpobracroma

Nephroblastoma 22 S
Ha3zodapuHreaibHasi KaplimHOMa 9 15
Nasopharyngeal carcinoma ’
OryxoJIu CITIOHHBIX XeJie3 3 0.5
Salivary gland tumors ’
Ornyxonu rne4yeHu 1 02
Liver tumors ’
AruacTuveckasi aHeMust 1 02
Aplastic anemia ’
[neBporyTbMOHANBbHAST GacTOMa 1 02
Pleuropulmonary blastoma ?
Tumoma

Thymoma ! 02
OnyxoJb STuIKa 1 02
Testicular tumor ’
HexomxkuHckas iumboma 1 0
Non-Hodgkin’s lymphoma

Beeeo 589 100

Total
|

IIpumevanue. [[HC — yenmpanvras HepeHas cucmema.

Note. CNS — central nervous system.
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Haubonee 4yacto olieHMBaIMCh TUIAHBI MAlEHTOB
¢ onyxossimu LTHC (223; 37,9 %), numdbomoit XomkKruHa
(96; 16,3 %), octpeim Jeiiko3oM (80; 13,6 %), capko-
MaM# MSTKUX TKaHeii (66; 11,2 %) u capkomoii KOunra
(57; 9,7 %). IaLMeHTHI C PEAKO BCTPEUYaEMbIMU TUATHO-
3amu (MeHee 5 %) He ObLIY BKJIIOUEHBI B aHAJIN3.

YuuteiBasg NpUMEHEHME pPa3IMYHBIX METOAWK TP
OIIMHAKOBOM JMArHO3¢ M CXOMHBIX METOAMK ITPU pas3ind-
HBIX JMArHO3aX, HAMM OBbLIO BBIIEIEHO HECKOJIBKO TTOMI-
rpymnn st 6ojee O0OBbEKTUBHON OLIEHKM BO3HMKAIOLINX
omm6ok. CTpyKTypa aHaJIM3UPYEMbIX TPYIIIT TIPEICTaBIIe-
Ha B Tab. 2.

IMamuenTsr ¢ onyxonsimu LIHC Oblin pasaeneHbl Ha
2 moarpymIisl: ¢ JjokaibHbIM (142; 63,7 %) unu KpaHWo-
crimHabHBIM (81; 26,3 %) obnydeHreM.

Cpeau TalreHTOB C OCTPBIM JIEMKO30M MBI OTAEIBLHO
BBIICJMIN TE€X, KOTOpBIe IMOJIydaau NMpopuIaKTUIecKoe
obiryaeHue rosioBHoro mosra (70; 87,5 %).

[TarmeHTHI ¢ capKkoMaMu MSITKMX TKaHei M capKoMOoii
IOunHra Hamu ObLIM OOBEAMHEHBI B OJHY TPYIIy M3-3a
CXOJTHBIX TIOJXOJ0B K IJTAHMPOBAHUIO OOJyYeHUsI, U UX
ob11ee yrcao coctaBuio 123.

Tadmuua 2. Cmpykmypa aHaausupyemvix epynn

Table 2. Structure of the analyzed groups

Ipynna KoimyecTBo niaHos
Group Number of plans

Onyxonu HHC (okanbHOE 001ydeHre)

CNS tumors (local irradiation) 202

Omnyxomu LITHC (kpaHrocimHaIBEHOE

obJsryyeHue) 81 15,5

CNS tumors (craniospinal irradiation)

gap‘“’“"‘ 123 236
arcomas

OcTpblit J1eliKO3 (KpaHUATbHOE O0JIyUYeHUE) 80 15.3

Acute leukemia (cranial irradiation) ?

JIumdoma XomkkHa 9% 18,4

Hodgkin’s lymphoma
|

Ouenka nompednocmu 6 pehepeHcHOll oueHKe NAAHO6
Ay4egoil mepanuu y oemeii

Hcxonst n3 o01IeMUpoBOI CTaTUCTUKY, HECMOTPST Ha
yCIIeXW B JIEKapCTBEHHOM Teparuu, Mbl He HaOJomaeM
YMEHBIIEHUST 4ucia IalMeHTOB, TOJYJarolnX o00JIy-
yeHnue [14]. 1 olleHKU MOTPEOHOCTH B paaudoTepanuu
HCClIeoBaTeIM ONMPAIOTCS Ha JaHHbBIE O 3200J1€eBaeMOCTH
HaceJIeHWs, IPUMEHSIEMbIX TPOTOKOJIAX JICUCHUST W Jp.
Ha ceromHsmiHuii neHb HET OMYyOJIMKOBAHHBIX HaHHBIX
0 YKCJie TIAIMEeHTOB JIETCKOTO BO3pacTa, HYKIAIOIIUXCS
B OOJIydeHMH, YIIOMMHAETCS JIUIIb, 4T0 33 % mereii mpo-
XOIIT 00JTydeHHUe B CTpaHax C HU3KWUM U CPEITHUM ypPOB-
HaMHM goxoxda [15].

3a TocieaHWe TOABI HE HaOIomaeTcs 3HAYMMBIX
M3MEHEHUII B TIOKa3aTessIX 3a00JIeBaéMOCTH JIETCKOTO
HacesneHus, B 2023 . B Poccuu 0b110 3aperucTpupoBaHoO
3806 HOBBIX ciydaeB AeTCKOro paka [16]. Pesymbrate
ornpoca 56 KJIMHUK IMoKa3anu, 4to B 2024 r. mpoxoauian
obiryueHue 1617 mereii B 42 ximmHMUKaxX. TakKUM oOpa3oM,
B IIEJIOM TIOTPEOHOCTh B paliOTePaITMi COCTaBIJIa OKOJIO
42 % ot umncia 3aboyieBIINX. YUCIIO MAIMEHTOB B KaXKI0M
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KJIMHUKE BapbUpoBajioch ot 1 10 385 (cpenHee 3HaUeHUE —
38,5 mamueHTa B roa, MenuaHa — 7,5).

J17151 TOHMMaHUSI OTTbITa KJIIMHUK B JICYEHUU JIETEl MbI
00BEIUHUIN UX B 4 TPYIIMBI: C YMCIOM MaiueHToB 1—10,
11-25,26—50 u 6osee 50 B rox.

Pacnipenenenue MmalmeHTOB, MPOXOMUBIIMX O0Jyde-
Hue B 2024 1., noka3zaHo Ha puc. 1.

1400

30 YnCno naumeHTos

T Konnyectso KnmH1K 1288
Number of patients

Number of clinics

27

25 1200

1000
20

800
600
400

129 118 200

. |

1-10 10-25

26-50 >50

Puc. 1. Koauvecmeo naanoé u kauHuk, cepynnupo8aHHbIX nO NOMOKY Nna-
yuenmog 3a 2024 e. ¢ Poccuiickoii Pedepayuu, o 0aHHLIM COOCMBEHHO20
onpoca

Fig. 1. Number of treatment plans and clinics, grouped by patient flow for
2024 in the Russian Federation, based on an in-house survey

[Monasnsioiiee OOJIBILIMHCTBO MalueHTOB
(1288; 79,7 %) nmpoxomuiau JieueHUE B 6 KPYITHBIX, XOPO-
110 OCHAIICHHBIX KJIMHUKAX, MMEIOIIUX OOJIBIION OIIBIT
JleyeHus neteit. Haxomsich B TeCHOM OOIIIEHUM CO CTICIIU-
aTcTaMM  3TUX MEIWIWHCKUX VIPEXKICHU, MOXHO
C YBEPEHHOCThIO TOBOPHUTHh O BBICOKOM KayeCTBE OKa3a-
HUSI B HUX MEIULIMHCKOU TTOMOIIY JETSIM.

OcHoBHas IoiepkKKa TpeOyeTCsl KIIMHUKaM ¢ HeOO0JIb-
IIAM TTOTOKOM JeTeil, HYXKIAIOINUXCSI B paaroTepariiu.
B 2024 1. TaKMX KIMHWK OBLTO 36, B HUX MOJTyYaIu pagio-
tepanuio 329 nereit. Ha Hawn B3misia, mpu onpeneaeHuu
MOTPeOHOCTU B pedepeHCHOI OleHKE TUTAHOB CIIEIYeT
WCXOINUTh U3 3TUX TaHHBIX.

He Bcernma pedepeHc mmpoBoauiIcss Ha OCHOBE TTOJTHO-
ro Habopa JaHHBIX. 3a4acTyl0 Ha MEPBOM dTare Bpadyu
OTIIPABJISUIM Ha OILIEHKY TOJbKO KOHTYPHI U TIpeIioiara-
eMBbIe JT03bl O0JTyYeHUST, TTIOTOMY He OBUIO BO3MOXHOCTHU
OLIEHUTh YacTh JaHHBIX. Pe3yiabraTel OIEHKU IIJIaHOB
B aOCOJTIOTHOM KOJIMYECTBE U IMPOIIEHTaX MpPeACTaBICHbBI
B TaOI. 3.

KosiuecTBo MmiIaHOB, Te MMEIUCh 3aMeYaHMsT XOTsI
OBbI Ha OJTHOM 3Tarle TUIAHMPOBAaHUSI, KOTOPHIE TpeOOoBaIn
BHECEHMS M3MEeHEHM, cocTtaBmio 255 (43,3 %). Do pen-
KO OBLIO CBSI3aHO C HETPUEMJIEMBIM KauyeCTBOM OKOHTY-
pYBaHMS KPUTHUYECKUX CTPYKTYD (2,3 %) 1 npenricaHnueM
103 (5,4 %), 9TO TOBOPHUT O JOCTATOYHO BHICOKOM YPOBHE
o01Iel paTroTepaneBTUIECKOl MOArOTOBKY Bpayueil.

JloJist omnboK B pacueTe 03bl, M3-32 KOTOPBIX IJIaH He
OBUT TIPUHSIT TIPU TTPABIJIBHOM OKOHTYPHBAaHUW MUIIICHH,
cocraBmwia 5,9 % (22 u3 373 ciyyaeB). TakuM oGpasom,
MBI MOXEM CJIeJIaTh BBIBOJ O BHICOKOM KauyeCTBE JI031Me-
TPUUYECKOTO TJIAHNPOBAHKS MEIULIMHCKUMHA (PU3UKAMMU.

OpurunanbHble ucenepoBanus // Original studies
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Tadmuua 3. Pezyasmamot peghepercHOll OUeHKU NAAH08 001YHeHUs

Table 3. Results of the reference assessment of radiation plans

ITapametp
Parameter

MuiiieHb

IIpunsro, n (%)
Approved, n (%)

Target 265 (45,0) 108 (18,4)
OpraHbl pucka

Organs at risk 501(85,2) 74 (12,6)
TIpeanucanue 10361

Dose prescription 467 (88,8) 31(5,9)

[TpunsiTue IaHa 235 (48.8) 73(15.2)

Plan approval

IIpunsTo ¢ 3ameuanusmu, n (%)
Approved with comments, n (%)
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He oneneno, n
Not assessed, n

He npunsro, n (%)
Not approved, n (%)

Bcezo oueneno, n (%)
Total assessed, n (%)

216 (36,7) 589 (100)
13(2,3) 1 588(99,9)
28 (5,4) 63 526 (89,3)

174 (36,1) 107 482 (81,9)

HauGonee yacto ommnbdKU B MJIAaHUPOBAHUU OOJIyYe-
HUSI OBUTH CBSI3aHbI C OKOHTYpUBaHUEeM MuIeHU (36,7 %)
U, KaK CJIeICTBUE, IPUHATUEM IU1aHa B 1eioM (36,1 %).

TakumM 006pa3oMm, B JaHHOM UCCIETOBAHUM MBI COCPE-
JIOTOYWINCh Ha aHajiu3e Haumbojiee YacThIX OIIMOOK,
a MMEHHO CBSI3aHHBIX C OKOHTYpUBAaHWEM MMWIIIECHHU,
TOMCKOM BO3MOXHBIX TPUYMH WX BO3HUKHOBEHMUS
1 BApMAHTOB MX YCTPAHEHUs B NaJTbHEUIIIEM.

Pe3yavmamut ouenku naanoe ay4eeoli mepanuu 6 3au-
cumocmu om OuazHo3a u MemoouKu

ITpn HamboJlee YacTO BCTPEUAIOIIUXCS ITATOJIOTHSX/
METOMKaX (4acToTa BCTPEUAEMOCTH B aHATU3UPYyeMON
rpynme — 6osee 5 %) 10751 HEMPUHSTHIX TJIAHOB M3-3a
OIMMOOK OKOHTYpPUBaHWs MUIIeHU cocTaBuiaa 36,7 %
(216 u3 589 ciyyaes).

HaubGonee cioxHbIMU U C HauUOOJIbIIEH YacTOTOU
OIIMOOK OKa3aJuCh MallMEHTHI ¢ TUMGbOMOil X0KKIHA,
a takke ¢ onyxossimu LTHC v kpaHMocniuHaIbHBIM 00Ty~
YEeHUEM.

Pe3ynbraThl OlIEHKM TUTAHOB B 3aBUCUMOCTH OT TIaTO-
JIOTUM/METOIUKH TIPE/ICTaBICHBI B TA0M. 4.

B cootBercTBUM C 1Ienbl0 pedepeHca (MCKITIOUeHUE
B IUIAHUPOBAHUM TPYOBIX OLIMOOK) B MOCJIEAYIOIIEM pa3-
06ope Mbl OOBETUHIIN TTapAMETPhI «IIPUHSITHIE KOHTYPBI»
U «KOHTYPBI, IPUHSITHIE C 3aMEYaHUSIMU».

Anaaus owmu6ox npu nepeom odpawenuu

I1pu onieHKe NepBbIX oOpalleHuit U3 45 KIMHUK KOH-
TYPbI ObLTU IPUHATHI B 22 (48,9 %) ciydasix, He IPUHSIThI —
B23 (51,1 %).

[Tpu rpymnoBoM aHaM3e B 3aBUCUMOCTH OT METOIU-
KU OOJydyeHMsS] M TIaTOJIOTUHM HaMU BBISIBJIEHO, YTO TIpU
1-M oOpalieHuur aBe TPEeTH MIaHOB KPaHUAIBHOTO 00JTy-
yeHwusi, Oosiee TIOJIOBUHBI TUIAHOB KPaHWOCITMHAIBHOTO
o0syyeHus U obaydyeHus: npu Jumdome XOmKKUHA He
MOTJIN OBITh TPUHSITHI.

PesynbraThl aHanM3a TUIAHOB MpU 1-M OOpaleHun
B 3aBHCUMOCTH OT TATOJOTHN/METOAUKU OOIydeHUS
MpeJCTaBIeHbI B Ta0. 5.

MeToarka TOTaJbHOTO OOJIydeHUsI TOJJOBHOTO MO3Ta
XOPOIIIO 3HAKOMA «B3POCJIBIM» paJoTepareBTaM 1 4acTo
WCTIONB3YETCSI MPU METACTaTUYECKOM €ro TMOpaXKeHWU.
IMopaxenune IHTHC npu neiiko3ax nmmeeT O0COOEHHOCTHU
U TIPOSIBJISIETCSI TIPEXIE BCETO TMOPaXKeHWEM MO3TOBBIX
000J1049€eK, a He BellecTBa rojoBHOro mosra. C yyerom
3TOTO B 00BEM MUILIEHU CJIEAYET BKIIOUUTh BEPXHUE CeT-
MEHTBI IIETHOTO OT/esia CIIMHHOTO MO3Ta U PeTpoOyIb-
OapHbIe TPOCTPAHCTBA (3pUTeSbHbIE HEPBHI) [17].

IMauneHntam nerckoro Bo3pacta ¢ JuMdbomoil Xoax-
KWHA TPagulIMOHHO TIPOBOAUTCSI MaJOUHTEHCUBHAS
XUMUOTeparus, a Ipu HeJI0CTaTOUHON ee 2 (PeKTUBHO-
CTH, OIICHUBAEMOI TT0 MTO3UTPOHHO-3MUCCUOHHOI TOMO-

Taﬁ.lmua 4. P€3y/lbmambl OUCHKU KOHMYp0o8 MUWerU 6 3aeucumocmu om namwzoeuu/memor)mcu

Table 4. Results of target contouring assessment by pathology/technique

ITaTonorusi/MeToauKa KoamyecTBo niiaHos
Pathology/technique Number of plans
JIumdoma XomkkHa
Hodgkin’s lymphoma
IIHC (Bcero) 223
CNS (total)
LIHC (noxkanpHOE 00IyYeH E) 142
CNS (local irradiation)
IIHC (kpaHnocnmHaIbHOE 00 TyYeHUe) 81
CNS (craniospinal irradiation)
CapKkoMmbl 123
Sarcomas
Ocrtpblit 1MM@0OIACTHBIN JIEHKO3
(KpaHUaJIbHOE 00JIyYeHue) 70
Acute lymphoblastic leukemia (cranial
irradiation)
Bcezo
Total —

IIpunsito, n (%)

Approved, n (%)

Ipunsro c 3amevannsmu, n (%) | He npunsro, n (%)
Approved with comments, n (%) | Not approved, n (%)

32(33,3) 11(11,5) 53(55,2)
107 (48,0) 40 (17,9) 76 (34,1)
75 (52,8) 23(16,2) 44 (31,0)
32(39,5) 17 (21,0) 32(39,5)
57 (46,3) 24.(19,5) 42 (34,1)
34 (48,6) 18 (25,7) 18 (25,7)
265 (45,0) 108(18,3) 216 (36,7)
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Tadmuua 5. Pe3yasmamot aHaiusa naanos (KOHMypos muwienu) npu 1-m obpawenuu 6 3a8UcumMocmu om namoaoeuu/memoouxu 00ay4eHus

Table 5. Analysis results of treatment plans (target contours) at I request by pathology/irradiation technique

ITaToaorusi/MeToquKa KosmuecTBo niaHoB
Pathology/technique Number of plans
OcTtpblit JIeliK03 (KpaHUaIbHOE 00JIyYeHUE) 18
Acute leukemia (cranial irradiation)
JInmpoma XomkknHa 20
Hodgkin's lymphoma
IIHC (kpaHnocnmHaabHOE 00 IydeHue) 23
CNS (craniospinal irradiation)
CapKoMmbl
27
Sarcomas

IIHC (n1oxanbHOE 00IyYeHre)
CNS (local irradiation)

Jlio6oe 1-e oOpaieHne 45
Any I* request

31

Tpunsiro, n (%)

He npunsito, n (%)
Approved, n (%)

Not approved, n (%)

4(22,2) 14(77.8)
9 (40,9) 13 (59,1)
10 (43,5) 13 (56,5)
17 (63,0) 10 (37,0)
21 (67,7) 10 (32,3)
22 (48.,9) 23 (51,1)

rpaduu nocie NepBbIX ABYX KYPCOB, 00JyUeHUIO TOKHBI
MOJBEPraThCsl BCE 30HBI MEPBUYHOro mopaxeHus [18].
B Haieit pabote Mbl CTOJTKHYJIUCH C TEM, YTO OKOHTYpPU-
BaHUE MUILIEHE! 3a4acTylo MTPOBOAMUIIOCH MO aKTyaJlbHOM
BU3yaJuU3alliu Ha OCTaTOYHYIO OMYyXO0Jib (KaK y B3POCJbIX
MalMEHTOB) U HE YYUTBHIBAIUCH JaHHbBIE MO3UTPOHHO-
SMUCCHOHHOI ToMOTrpaduy/KOMITBIOTEPHOI TOMOTpa-
(uu 1o Havana JeyeHusl.

ITpu naaHMpoBaHUU KPAHUOCTIMHAJIBHOTO O0JIyYeHUST
HE YYUTHIBAJIMCh OCOOEHHOCTU METAacTaTMYECKOro nopa-
xeHust [ITHC — mo o6osioukaM TOJ0BHOTO U CHUHHOTO
Mo3ra, U B 00beM 00JIyueHUsI He BKJIIOYaIu MO3BOHOY-
HBII KaHaJl 10 KPeCTIOBOro OT/eJa, 3pUTe/IbHbIE HEPBDI.
Masnbiii OTCTYNn Ha MOTPELIHOCTU YKJIaAKW [Jis Bceit
KpaHUOCTIMHAJILHOW OCU He obecrnevyrBan BKIIOUYEHHE
B MUILIEHb CTIMHAJIbHbIE TAHTJIMU, HUXKHUE OTIEbI FOJIOB-
Horo mo3ra [19].

HaubGonee yacTeiMu oIIMOKAMU B OKOHTYPUBAHUU
MUILIEHU TIPU TUIAHUPOBAHUM OOJYyYeHUsI CapKOM CTalu
HCIIOJIb30BAaHUE aKTyaJlbHOTO OTMOPHOTO M300paxkeHus,
a He nepBuyHoro [20, 21], olIMOKM B OLIEHKE CYOKIUHU-
YeCKOTro pacrpoCcTpaHEHUsI OMYX0JU, HEAOYYET aHATOMMU -
yecKux 0apbepoB pacnpoCTpaHeHUsT OMYXOJIH.

ITpy miaHUpoOBaHUM JIOKAJTLHOTO OOJYYeHUs 3aaHe-
YepernHoi SIMKM 4YaCThIMU OLIMOKAMM CTaJIM HEJOCTAaTOU -
HbIt 00beM BCEro MO3XKeuKa, HEBKII0UEeHHE CTBOJIa MO3ra
B 00BEM MUILIEHU.

Jlunamurxa npoeedenusi peqhepeHcHOl OUeHKU NAAHO8
JAy4eeoll mepanuu

IIpoBeneHue pedepeHca, KpoMme IpeaoTBpalleHUs
rpyOBIX OMIMOOK B IMJIAHUPOBAHUYM B KOHKPETHOM CJTydae,
BBITIOJTHSIET M 00pa30BaTeIbHYIO 3a/1a4y, 3aKTI0Ya0IIYI0-
csI B CHIDKEHHUH OIIMOOK B JaJIbHEHIIIEM.

IMpu cpaBHeHMM BCeX TUTAHOB B 3aBUCUMOCTHU KOJIU-
yecTBa OOpalIeHWl OT KJIMHWKM W BHE 3aBUCUMOCTHU
OT TATOJOTUW/METOAVUKU MBI TIOJyYUJIU JIOCTOBEPHOE
(p=0,019) cHmxxeHue KouecTBa o1nook ¢ 51,1 % (npu
1-m o6paiuenun) no 23,6 % (mocine 4-ro oOpalLeHUsT).
Bosnee moapo6HO AMHAMKMKaA OTpaXkeHa Ha puc. 2.

Takum obpa3om, nocie 4-ro odpallleHus] Mbl BUIUM
JIOCTOBEPHOE YMEHbIIIEHUE KOJIMYECTBA HETPUHSITHIX

IUTAaHOB, YTO TOBOPUT 00 3(h(PEKTUBHOCTU BBIOPAHHOTO
Hamu ¢dopMmara pedepeHCHOU OLEHKU IJIAaHOB C YKa-
3aHUEM HE TOJBKO BO3MOXHOCTU WJIM HEBO3MOXHOCTU
nposeneHus JI'T, HO U Bcex HETOYHOCTEW W BapUaHTOB
UX YCTPAHEHUS, JaXe €C/IM B KOHKPETHOM ClTy4yae OHU He
SIBJISTIOTCSI KPUTUYECKU 3HAUUMBIMU.

Mbl mpoBeM TakXke aHalW3 JIWHAMUKU TIPUHS-
THS TIJIAHOB B 3aBUCHMMOCTU OT TaTOJIOTUM/METOIUKU
(puc. 3—7). Ha Bcex aumarpammax CTaTUCTUYECKU 3HaA-
YUMBbIE OTIUYMST MEXIY paccMaTpUBaeMbIMM TpyMIIaMu
OTMEYEHBbl CKOOKOW C YKa3aHWEM YpPOBHSI 3HAYMMOCTU
P TI0 KPUTEPUIO ¥,

Ha puc. 3 Mbl BUIUM JOCTOBEPHOE CHUXXEHUE TMPO-
LIEHTa OIIMOOK C yBeJIMYEHUEM KOJIWYECTBA OOpallleHUid
y MalUMEeHTOB ¢ capkoMaMmu, HauuHasg ¢ 4-ro. [Tnanupo-
BaHUe 00JyYEeHUSsI IeTeli ¢ ITOI MaTOJOTUE CXOXKe C Ta-
HUPOBAHUEM O0JIyUEHUSI B3POCIBIX MALIUEHTOB U TPeOyeT
WHAVBUIYATIBHOTO MOIX0AA B KaX/IOM CTyvae.

ITpoBeneHre KpaHUATBHOTO OOJy4YeHUS] Y MAllUEHTOB
C OCTPBIM JIEHKO30M Ha TEPBbIi B3I paaroTepaneBTa
MPEJCTABISETCS XOPOILIO 3HAKOMBIM TIO JICYEHUIO TMallu-
€HTOB C METACTaTUYECKUM MOPAXKEHUEM TOJIOBHOTO MO3-
ra. He3HaHue HI0AHCOB 3TOIl METOAUKHU y AETeil MPUBO-
JIUT K OOJIBILIOMY MPOLIEHTY OIIMOOK MpU 1-M obpalueHuu
(77,8 %). Iocne KOppeKLMHK MJIAHOB YK€ MpU 2-M o0pa-
IIEHUU Mbl BUAUM [TOCTOBEPHOE CHUKEHUE TMPOLEeHTa
OLIMOOK (cM. puc. 4).

Mertoauka KpaHUOCTUHAIBHOTO OOJIyYeHUS TMpUMe-
HSIETCS PEIKO BO «B3POCIOi» paguoTepanuu U TpeOyeT
HaKOIUIeHUs OonbITa. JlocTOBepHOE, MPAKTUYECKHU 5-KpaT-
HO€ CHUXKEHUE MPOLIEHTA OIIMOOK Mbl BUIVM JIUIIb TTOCTIE
4-ro obpatueHust (cM. puc. 6).

HMHyto cutyanuuio Mbl HabI01aeM MPU OLIEHKE TJIAHOB
JiedeHus nauueHToB ¢ auMmdomont XomkkuHa. Hecmotps
Ha HaKOIUIEHUE OIbITa, YPOBEHb OLIMOOK OCTaeTCs OYE€Hb
BBICOKUM (0K0J10 50 %) (cM. puc. 5). DTO MOKHO 0ODBSIC-
HUTb OCOOEHHOCTSIMU PACIIPOCTPAHEHUS OOJIE3HU Y JeTe,
MOpaXeHUeM TPYII JUM@aTUYEeCKUX Y3JI0B, «HETUITUY-
HbIX» [JI1 B3POCJbIX TMALMEHTOB (MapacTepHAIbHBIX,
PETPOKPYPATIbHBIX, 33JIHETO CPENOCTEHUS U [IP.).

MpbI He OTYYWIU TOCTOBEPHOI Pa3HULIBI B pe3yJibTa-
Tax C yBeJIMYEHUEM KOJIMYECTBa OOpallleHU y MallueHTOB
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P€¢EpeHCHaﬂ OuEeHKa nfaHoB AnAa BCex }'IOKaﬂI/IBaLlI/IIZ
Reference assessment plans for all tumor sites
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Puc. 2. Pacnpedenenue npunsmus naaHoe neverus 8 3asUcUmMocmu om Ko-
Auvecmea oopaueHuil Om KAUHUKUY

Fig. 2. Treatment plan approval distribution by number of requests from the
clinic

PedepeHcHasn oLieHKa NnaHOB leYeHNA CapKOMbl
Reference assessment of treatment plans for sarcomas
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Puc. 3. Pacnpedenenue npunsmus n1anos neveHus NayUeHmos ¢ capKoma-
MU 8 3a8UCUMOCIU OM KOAUHeCMEa 00pauieruil om KAUHUKU

Fig. 3. Distribution of treatment plan approval for patient with sarcoma by
number of requests from the clinic

PedepeHcHas oLieHKa NNaHoB fleueHNA OCTPOro fieiko3a (KpaHnanbHoe o6nyyeHmne)
Reference assessment of treatment plans for acute leukemia (cranial irradiation)
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p < 0,001 (i test)

Puc. 4. Pacnpedenenue npunsamus niaHos KpaHuaibHo2o 00Ay4eHus nayu-
EHMOB ¢ OCMPbIM AeIKO30M 8 3a8UCUMOCMU 0N KOAUYeCmea oopaujeHui om
KAUHUKU

Fig. 4. Distribution of treatment plan approval for acute leukemia patients by
number of requests from the clinic
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Ped)epeHCHaﬂ OLEeHKa nnaHoB nevyeHua ﬂVIMd)OMbI XOH)KKI/IHEI
Reference assessment of treatment plans for Hodgkin’s lymphoma
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Puc. 5. Pacnpedeaenue npunsamus n1anog Aeuenus NayeHmos ¢ AUM@omoul
Xodxwckuna

Fig. 5. Distribution of treatment plan approval of Hodgkin’s lymphoma
patients by number of requests from the clinic

Pacnpep,eneHMe NPWHATUA NMIaHOB KPaHWOCNWHAaNbHOTo oﬁnyquvm
nauueHToB ¢ onyxonamu LIHC
Distribution of treatment plan approval of patients with CNS tumors
(craniospinal irradiation) by number of requests from the clinic
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Puc. 6. Pacnpedenenue npunsmus nianoé KpamuoCRUHAAbHOO 00AYYeHUS
nayuenmog ¢ onyxoasmu [[HC

Fig. 6. Distribution of treatment plan approval of patients with CNS tumors
(craniospinal irradiation) by number of requests from the clinic

PacnpepneneHne NnaHoB NoKanbHOro obyyeHna naumeHToB ¢ onyxonamu LIHC
Distribution of treatment plan approval of patients with CNS tumors
(local treatmenr) by number of requests from the clinic
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Puc. 7. Pacnpedesenue nianog n0Kanbhoeo 00ayuenus nayueHmos ¢ ony-
xoasmu [[HC

Fig. 7. Distribution of treatment plan approval of patients with CNS tumors
(local treatment) by number of requests from the clinic
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¢ JJoKabHbIM 00ydeHuneM omyxosieit LIIHC (cMm. puc. 7).
MeToauKu T0KaIbHOTO 00JYIeHUST CXOXKU Y TIearaTpuie-
CKUX 1 B3POCJIBIX MTAIIMEHTOB. YPOBEHD OIITMOOK HAXOMUT-
cs Ha OTHOCUTEJIBHO HU3KOM ypoBHE (25—30 %).

Ha ocHOBaHUM MOJYYeHHBIX pE3YJIBTaTOB MOXKHO
cenaTh BBIBOJ, YTO OTKa3aThCs OT pedepeHca IIaHOB
JIT MoXHO Juib Tocie 2-ro obpallleHus] OT KIMHUKU
y TAllMeHTOB C KpaHWAJbHBIM OOJYyYeHUEM I10 ITOBO-
Jy OCTpOro Jeiiko3a, a Takxe rnocijie 4-ro oOpalieHust
y TAlMEHTOB ¢ KPaHUOCTIMHAIBHBIM oOiydeHueM. [lpu
3TOM CJieflyeT UMETh B BUIY, YTO OIINMOKHU TTOSIBJISTIOTCS
M TIOCJIe YKa3aHHOTO KOJIMYeCTBa O0pallieHUId, YTO MOXKET
OBITH CBSI3aHO CO CMEHOU Bpaya, 3aHMMAIOIIETOCs Jiedue-
HUEM JIETeil B OTAEICHUN PalioTepanu, a TaKxKe Apyru-
MM TIPUYMHAMH.

Heobxo0umuwie pecypcot 045 npoeedenus pegpepenca

Onupasich Ha TaHHBIE, MoJlydeHHbIe B 2024 1., B pede-
peHce miaHoB JIT nHyxnanucek 329 nmereit (uvciao maiu-
eHTOB B KJIMHUKax — MeHee 50 B rox). Mcxoas us Toro,
410 0K0JIO 43 % 1utanoB JIT OynyT nMeThb rpyObie OIIMOKN
XOTs Obl B OMHOM TapaMeTpe, BO 2-i U MOCJEAYIOIINX
urepanusx pedepeHca OyIyT HyKIaThCs elle KaK MAHU-
MyM okosio 140 mauueHToB. TakuM ob6pa3oM, exkeromHast
NOoTpeOHOCTh B pedepeHCHON OlLIEHKE COCTaBJsSeT He
MeHee 470 mauueHTOoB.

OrneHuBas BpeMeHHBIE 3aTpaThl Ha MPOBeIeHUE pede-
PEHCHOM OIIEHKM W OIMpasich Ha COOCTBEHHBIN OIIBIT,
MOXHO FOBOPUTH 0 pazdopoce ¢ 25—30 MUH 10 HECKOJIBKUX
yacoB Ha | maimeHTa, Korga TpeboBajaoCch pa3odpaTbes
B CJIOKHOM KJIIMHWYECKOW CUTYaIlMU, OICHUTH BEPOSIT-
HOCTb M CTETICHb BBIPAXKEHHOCTU BO3MOXKHBIX OCIIOXKHE-
HUIA, OTGUIBTPOBAaTh HEOOXOIMMEBIC TaHHBIC M3 HECKOJTb-
KUX JIECSITKOB TIaKeTOB (haiiyioB.

Kpome TOro, HEOOXOIMMBIM YCIOBUEM MPOBEACHUS
pedepeHca sABISIETCS HaJIWMYME MPOrpaMMHOro obdecrie-
YeHUsT 1T BO3MOXKHOCTHM UYTeHUs (aitiioB B ¢opmate
DICOM-RT wu3 pa3HbIX CUCTEM IUIAHUPOBAHMS, yCTa-
HOBJICHHBIX B Pa3JIMUHBIX KJIMHUKAX.

3akjioyenue

Cucrema pedepeHca IIaHOB/TIpoToKojioB  JIT
B JIETCKOI1 IMpaKTUKe OblJla HAMU pa3paboTaHa U YCIIeITHO
BHEJIpeHa, OHa IPOJEMOHCTPUpPOBaAa CBOIO HEOOXOIM-
MOCTb U 3(p(PEeKTUBHOCTH B UCKIIOUEHUHN TPYOBIX OIMO0K
Ha 3Tarle TUIAaHMPOBaHMUs. DTO CIIOCOOCTBOBAJIO YIyyllle-
Huto KadectBa JIT 1, Kak cieacTBUE, PEe3yIbTaTOB Jieue-
HUS TTAIIKEHTOB.

AHanmm3 nokasai, uto 43,3 % TIJIaHOB MMeJIH 3aMeyda-
HUs, TpeOylolre Koppekuuu. Haumbosnee pacmpocTpa-
HEHHBIC OIIMOKM CBSI3aHBI C OKOHTYpUBAaHUEM MUIICHU
(36,7 %) n nipuHATHEM TuTaHa B 1esoM (36,1 %). Pexe
BCTPEYAIUCh OIMOKM B OKOHTYPMBAaHUM OPTaHOB pHUCKa
(2,3 %) n ipegmucanny 103 (5,4 %), 9TO CBUACTEIIBCTBYET
0 JIOCTaTOYHO BBICOKOM YPOBHE ITOATOTOBKHU CIT€IIAJIM-
CTOB B 3TUX aCTeKTax.
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HauGobime Tpy1HOCTH BO3HUKAIM TTPY TUTAHUPOBa-
aun JIT m1sg mamueHToB ¢ tuMdomoii XomkkHa (55,2 %
OoIMO0OK) M KpaHUOCTIMHAIbHBIM obOsydeHueM (39,5 %
OLIMO0K). JIj1s1 9TUX TPYMIT TpeOyIOTCS 0CO00e BHUMaHUE
W JOTOJIHUTEJbHBIE 00pa3oBaTeIbHbIC MEPOIPUSITHSI.
B To e BpeMs IS TallUeHTOB C JIOKAJIbHBIM O0JIy4eHM-
em omnyxojieit HHC u capkomaMu ypoBeHb OLIMOOK ObLIT
HIKe Y CHIDKAJICS ObICTpee C YBEJIMYEHUEM OITbITa K-
HUKY B IIaHupoBaHuu JI'T Mpy TaHHBIX TTaTOJIOTUSIX.

IIpoBenenue pedepeHcHot oueHku 1aHoB JIT npu-
BEJIO K JOCTOBEPHOMY CHIMIKEHUIO KOJMYECTBA OIIMOOK
¢ 51,1 % nipu 1-m obpamenunu 1o 23,6 % mocie 4-ro obpa-
eHUs. DTO TTOATBEPXKIaeT 00pa30BaTeIbHYIO IIEHHOCTD
crucTeMbl pedhepeHca 1 ee poJib B MOBBIIIEHUN KBaTUDOU-
Kalllu¥ CIIeIIUaJINCTOB.

B xone uccienoBaHust HAMU OBUIO YCTAHOBJIEHO, YTO
0KoJ10 42 % neTeil ¢ OHKOJIOTMYECKUMM 3a00JIeBaHUSIMU
B Poccuiickoit @enepanumn Hyxnatorcs B JIT (koaddu-
uueHT ucrnoibs3oBanus JIT). Hanbomnpias moTpedHOCTh
B pehepeHCHOI OLIEHKE TMJIaHOB HA0JII01aeTCs B KIIMHUKAX
¢ HEOOJIBIIIMM MOTOKOM MAallMEHTOB JETCKOTO BO3pacTa
(menee 50 ciydaeB B roa). B maHHBIX KIMHUKAX TPOXOAST
JieueHne okojio 20 % nmereii. ITo HammM oIleHKaM, eXe-
TOJHas MOTPeOHOCTH B pedepeHCHOI OLIEHKE COCTABIISIET
He MeHee 470 raHoB.

Jusg mpoBeaeHust pedepeHca HEOOXOAMMO CIielua-
JIM3VPOBAaHHOE MPOrpaMMHOE oOecTieueHue I paboThI
¢ ¢aitnamun DICOM-RT, a Takke HYXHBI CYIIECTBEH-
HbIe BpeMeHHbIe pecypchl (0T 30 MUH 1O HECKOJBKUX
YacoB Ha MaldeHTa). YUUTbIBas OOJbIIOE KOJMYECTBO
BpeMEHM, HeoOXommmoe I TIpOBeneHUsT pedepeHca,
CTOUT PacCMOTPETh BOIPOC 00 MCIIOJb30BAHUU CHUCTEM
HMCKYCCTBEHHOTO WMHTEJJIEKTa ISl GoJiee OIepaTUBHOIO
MPEIOCTaBICHUS 3aKTIOYeHUST PErMOHATbHBIM PalloTe-
parieBTaM.

Hns naneHeimero yaydmeHus kadectsa JIT B neTckoit
MpaKTUKe HEOOXOAUMO:

*  o0ecneyuTh peryJasipHblit aynut riaHoB JIT maxe
MOCJIe HAKOIJICHUSI OMbITa KIMHUKAMU, YTOOBI MUHUMM-
3UpOBaTh OINMOKMW, CBSI3aHHBIE C KaJpPOBBIMU M3MEHE-
HUSIMU;

*  TIPOIOJIKUTH 00pa3oBaTeIbHbIE MPOrPaMMBI ISt
paaroTeparneBTOB, OCOOEHHO IO CJIOXHBIM METOIUKaM
(kpaHuocnuHaabHOE 00JydyeHue, TuMpoma X0oIKKIHA);

*  pacIIMpUTh WCIIOJIb30BaHWE PEKOMEHIALIMI
MEXIUCIUTIIMHAPHBIX COBEIIAHWN U TeJIeMEIUIIMHCKIX
KOHCYJIBTALIUIA.

PedepercHass olleHKa IaHOB/TpoToKojoB  JIT
y IeTeil SABISIeTCS BaXKHBIM MHCTPYMEHTOM ITOBBIIIICHUS
KavecTBa JIeYeHUsT 1 MUHUMU3aIMu pUcKoB. BHenpeHue
cuctembl pedepeHca miaHoB JIT mng mereir gokasaio
CBOIO HEOOXOIUMOCTh U 3 (HEKTUBHOCTD.

PesynbraThl TIPOBENEHHOTO HCCAETOBAHUS ITOMYEp-
KWBAIOT BaXXHOCTh TMPOJO/KEHUS W paCIIMpPeHUs] 3TOM
MPaKTUKM JIJIST 00eCTIeYeHUST BBICOKOTO KaueCcTBa JICUCHMS
W CHIDKEHMST PUCKOB JIJIST TTAIIUEHTOB.
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Beeoenue. Medynnobnacmoma (Mb) — o0na u3 nHaubonee yacmoix 310KAHeCMEEHHbIX ONYXO0Aell UeHMPAAbHOU HEPEHOLL cuCmeMbl y demeil.
B epynne cmandapmmnoeo pucka S-nemuss obujas evicueaemocms docmueaem 75—85 %, 00Hako evicokas sggexkmuerHocms neverus
CONnpoBoNCOaemcs: BbICOKUM PUCKOM DA38UMUS OMOANEHHbIX MOKCUMECKUX I(PPeKmos, 0Ka3blearouux cyujecmeeHHoe 6AuUsHUe Ha
Kavecmeo ycusHu nayuenmos. K naubosee pacnpocmpaneHHsiM 0CAONCHEHUSM OMHOCAMCS KOCHUMUGHbIE U SHOOKDUHHbIE HADYULEHUS,
HellpoceHcopHas myeoyxocmv U ckoauos. Ilpu smom HabawOenue 3a nayueHmamu 6 OmMOANeHHble CPOKU OCmAemcs
HeCmaHoapmu3upo8aHHsiM.

Ileab pabomoi: KomnaekcHas OyeHKa CMPYKmMypbl U 4acmombl 0MOANeHHbIX 0CA0NCHEHUL XUMUoayuesoli mepanuu y demeii ¢ M b epynnu.
CMAaHOapmHo20 pucKa u svisiéaenue haKkmopos, 6AUSIOUUX HA UX pazeumue.

Mamepuaavt u memooot. [Iposeder pempocnekmuesnbiii ananus 144 navuenmos ¢ M B epynnvt cmanoapmuoeo pucka, noAy4aeuiux 1eHeHue
6 HMUII] JITOH um. JImumpus Poeauesa 6 2013—2023 ee. Bce nauuenmot nocie onepayuu nOAyHUAU KPAHUOCRUHAAbHOE 001VUeHle 8 003¢
23,4—24,0 Ip uau 35,2—36,0 Ip c 6ycmom do 54—55 [p u noddepacusaroweii xumuomepanueii (10MyCmuH, YUCHAAMUH, UHKDUCTUH).
s oyenxu 6oavuiuncmea omoaseHHvIX 3ghghekmos (IHOOKPUHHbIE HAPYUIEHUS, HEUPOCeHCOPHAs MY20YXOCHb, CKOAUO3, XPOHUYECKas
HYMpUmMueHasi HedoCmamoyHoOCMms, NOAUHEUPONAmus) UCHOAb308AHbI KAUHUKO-1a00pamophsle OaHHble 55 nayueHmosg, HapyuleHus
neuxuueckoli desmenvHocmu npoanaiuzuposanst y 30, oHKOA02UMECKULI KamamHe3 045 OUeHKU pazeumusi paduounoyuyuposaHHbix
onyxoneii 0vin docmynen y 144 nauyuenmos. Yacmoma ocaoicHeHUll OUEHUBANACH NO KPUBIM KYMYAIMUBHOU YACMOMbL C YHEMOM
KOHKYPUPYIOWUX PUCKO08, CPABHEHUe nodepynn — ¢ uchoavsosanuem mecma Ipes, 3navenus cuumanucs docmoseproimu npu p < 0,05.

Pesyabrarel. Meduana eéo3pacma na momenm Hauana ayuegoil mepanuu cocmaguaa 8,2 200a, meouana naéaiodenusi — 3,2 eoda. Haubonee
4acmoIMU 0CAONCHeHUSMU Oblau KoeHumueHble (96,7 %) u sndokpunnsie (89,1 %) napywenus. Peice ommeuanucy ckoauos (50,9 %),
Hetipocencopnas myaoyxocmo (47,3 %), nympumuenas nedocmamournocms (32,7 %) u noauneiponamus (25,5 %), emopuunsie onyxonu
sapeeucmpuposanst y 4,2 % nauuenmos. Cpedu HapyuwieHuil NCUXU4ecKoil 0esmeabHOCmu Haubosee 4acmo HAOAHOAAUCy CHUMNCCHUE
HeUpoOUHAMUMECKUX NAPAMEMPO8, BHUMAHUS, NAMAMU, NCUXOIMOUUOHANBHOL yecmoluuugocmu u mpyoHocmu ooyuenus. [locae 3aéepuierust
mepanuyu cCMamucmMu4ecKy 3HaYUMo yeeauuusaracy yacmoma xapywenuii namsmu (p = 0,01) u mpyonocmeii odyuenus (p = 0,027).
Ipusnaku comamomponroii Hedocmamounocmu evisienervt y 70,1 % nauyuenmos (meduana épemenu 0o manugecmavuu — 1,7 20oa),
¥ 43 % duaero3 611 noOmeepicoeH, 3amecmumenHas mepanus 20pMOHOM POCMA UHULUUPOBAHA AUwb Y mpemu nayuenmos. Tunomupeos
duaenocmuposan 6 69,1 % cayuaes, emopuunbiii eunokopmuyusm — 6 21,8 %, napyuwenus eonaonoi gyukyuu — 6 16,4 %. Jepuyum
COMAMOMPONHO20 20PMOHA U 2UNOMUPEO3 PA3GUBANUCH 3HAUUMO DAHbULE Y NAUUCHMO8, NOAYHUBUUX KPAHUOCNUHANbHOE 00AVYeHUe 6 003¢
35,2 Ip, odnarxo ux doseocpounas uacmoma Obiaa CONOCMABUMOIL ¢ epynnoil nauuenmos, noayuuswiux 23,4 Ip. Kymyaramuenas wacmoma
pazeumusi paduouHOYUUPOSaHHbIX onyxoneil uepes 6 1em nocae navana mepanuu cocmasuna 4,7 %, 6 cmpykmype npeobaadanu oupdysmoie
2UOMbL 8bICOKOL CIENeHU 310KAYeCMEeHHOCMU (N = 3), MeOUAHA BbINCUBAEMOCIU NPU KOMOPbIX He hpesbiuiana 1 2oda.

3ararouenue. Xumuonywesas mepanus MbB epynnvl cmandapmuoeo pucka conpogodcoaemcs pazgumuem OmOoanreHHbiX 0CA0MNCHEeHU,
NpeuMyu4ecmeeHHo KOSHUMUBHbIX U SHOOKPUHHLIX, OOHAKO NPU C80€BDEMEHHOM Bbid6AeHUU OOAbUIUHCIMEO U3 HUX MO2SYM XOPOULO
Konmpoaupogamuca. Heonpasdannas deackanayus nevenus 6e3 Ha0eIHCHbIX NPOSHOCIMUYECKUX OCHOBAHUI HeAONYCMUMA 88UAY 8bICOK020
pucka gamanshvix peyuousos. Cucmemamu4eckuii MOHUMOPUHe NO30HUX 3)heKkmoe mepanuu, npumMeHeHue CO8PeMEeHHbIX Memoios
CHUDICEHUs MOKCUMHOCIU U pa3gumue Npoepamm peabuiumayuu no3goAsiom YAYHUUMb KAYecmeo MCUHU GbIICUBUIUX NAUUEHMO8
U 00AIICHbBI PACCMAMPUBAMbCS KAK HeOMseMAeMas Hacmb eedeHus hayuenmog ¢ Mb.

KoueBble  ciaoBa:  memyiobiactoma, TpylIia CTaHAApTHOIO pHUCKAa, XWMHOJIydeBasi Tepanusi, KpaHUOCTMHAIbHOE
00JIyyeHne, OTHaJeHHbIe TOKCHYeCKUe 3(D(hEKThI, KOTHUTHBHBIE HApYyIIEHUsSI, SHIOKPUHHBIE OCJIOKHEHHSI, OTOTOKCUYHOCTb,
PaINONHAYLUPOBAHHBIE OITYXOJIN
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Long-term toxicities of chemoradiotherapy in children with standard-risk medulloblastoma

A.N. Flegontov', A.E. Druy', A.V. Protsvetkina', D.R. Gaynullina”?, M.A. Evdokimova’, E.Yu. Ilyina', A.V. Artyomov’,
V.V. Gornostaev', E.A. Salnikova', A.E. Sysoev', A.A. Merishavyan', M.M. Koldasheva', V.A. Degtyarev’, I.N. Kasich’,
D.A. Emelyanova', I1.G. Vilesova', G.A. Novichkova', N.S. Grachev', A.I. Karachunskiy', L.I. Papusha’

'Dmitry Rogachev National Medical Research Center of Pediatric Hematology, Oncology and Immunology, Ministry of Health of Russia;
1 Samory Mashela St., Moscow, 117997, Russia; >Lomonosov Moscow State University; 1 Leninskie Gory, Moscow, 119234, Russia
Background. Medulloblastoma (MB) is one of the most common malignant brain tumors in children. In the standard-risk group, 5-year
overall survival reaches 75—85 %, however, high treatment efficacy is accompanied by a considerable risk of late toxic effects that substantially
impact patients’ quality of life. The most prevalent complications include cognitive and endocrine disorders, sensorineural hearing loss, and
scoliosis. Long-term follow-up of survivors remains non-standardized.

The aim of this study was to comprehensively assess the spectrum and frequency of late effects after chemoradiotherapy in children with
standard-risk MB and to identify factors influencing their development.
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Materials and methods. A retrospective analysis was performed in 144 patients with standard-risk MB treated at the Dmitry Rogachev
National Medical Research Center between 2013 and 2023. All patients received craniospinal irradiation at a dose of 23.4—24.0 Gy or
35.2—36.0 Gy with a posterior fossa boost to 54—55 Gy, followed by maintenance chemotherapy (lomustine, cisplatin, vincristine). To assess
late effects (endocrine dysfunction, sensorineural hearing loss, scoliosis, chronic nutritional deficiency, polyneuropathy), detailed clinical
and laboratory data were available for 55 patients, neurocognitive outcomes were analyzed in 30, and oncologic follow-up for secondary
tumors in all 144. The cumulative incidence of complications was estimated using competing-risks methodology, subgroup comparisons were
performed with Gray’s test, with p < 0.05 considered statistically significant.

Results. The median age at the start of radiotherapy was 8.2 years, median follow-up 3.2 years. The most frequent late effects were cognitive
(96.7 %) and endocrine disorders (89.1 %). Less frequent complications included scoliosis (50.9 %), sensorineural hearing loss (47.3 %),
nutritional deficiency (32.7 %), and polyneuropathy (25.5 %), secondary neoplasms occurred in 4.2 % of patients. The most common
cognitive impairments involved reduced psychomotor speed, attention, memory, emotional stability, and learning ability. Following therapy,
a statistically significant increase was observed in the frequency of memory impairment (p = 0.01) and learning difficulties (p = 0.027).
Growth hormone deficiency was detected in 70.1 % of patients (median time to onset — 1.7 years), the diagnosis was confirmed in 43 %,
and growth hormones replacement therapy was initiated in only one-third. Hypothyroidism was diagnosed in 69.1 %, secondary adrenal
insufficiency in 21.8 %, and gonadal dysfunction in 16.4 %. Growth hormone deficiency and hypothyroidism developed significantly earlier
in patients who received craniospinal irradiation 35.2 Gy, although their long-term cumulative incidence was similar to those treated with
23.4 Gy. The 6-year cumulative incidence of secondary neoplasms was 4.7 %, most were high-grade diffuse gliomas (n = 3) with a median
survival not exceeding one year.

Conclusions. Chemoradiotherapy for standard-risk MB is associated with a wide spectrum of late toxicities, predominantly cognitive and
endocrine, most of which can be effectively managed when detected in a timely manner. Unwarranted de-escalation of therapy without
reliable prognostic justification is unacceptable due to the high risk of fatal relapse. Systematic long-term monitoring of late effects, application
of modern toxicity-reduction approaches, and comprehensive rehabilitation programs are essential components of optimal survivorship care
for patients with MB.

Key words: medulloblastoma, standard-risk group, chemo-radiotherapy, craniospinal irradiation, late toxic effects, cognitive
impairment, endocrine complications, ototoxicity, radiation-induced tumours
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BBenenne

Menynnoonactoma (MB) saBisieTcss onHOI U3 Hau-
0osiee pacHpOCTPAaHEHHBIX 3J0KAYECTBEHHBIX OITyXO-
Jieli ueHTpalbHoli HepBHOI cucteMbl (LIHC) y nereit,
coctaBisig 00 20 % BceX MEPBUYHBIX HEMPOOHKOIO-
THYECKUX OIlyXOJeill B MeauaTpUuecKOi IOMyJsuu
[1, 2]. BHenpeHue KOMILJIEKCHOrO Toaxoda K Jiede-
HUIO, BKJIIOYAIOIIETO XMPYPruuyeckoe BMeIIaTeIbCTBO,
KpaHuocnuHanbHoe obnyuyeHue (KCO) u cucreMHylo
XUMUOTEpAIio, IMO3BOJMJIO 3HAYUTEJbHO YIYYIIUTH
MoKa3aTeJM BbIKMBaeMOCTH. Tak, y MallMeHTOB TPYIIIIbI
CTaHAApPTHOTO pUCKa 5-JeTHsIs 001asi BbIXKMBAEMOCTh
npocturaer 75—85 % [3—3].

Tem He MeHee JOCTHXEHME BBICOKON 3(DOEKTUBHO-
CTU Tepamuu COMNPSIKEHO C BHICOKUM PUCKOM pPa3BUTUS
OTIAJICHHBIX OCTOXHEHUI, OKa3bIBAIOIIMX 3HAUUTEIbHOE
BJIMSIHME Ha KauyecTBO XM3HM malueHToB. K Hambonee
YaCThIM U3 HUX OTHOCST KOTHUTUBHBIE U SHAOKPUHHbBIC
HapyllIeHNs, HePOCEHCOPHYIO TyroyxocTh [1, 6, 7]. Kpo-
Me€ TOro, HECMOTPSI Ha CPaBHUTEIbHO HEBBICOKYIO YACTOTY
BCTPEYaEeMOCTH, PATIMOUHIYLIMPOBAHHBIE OITYyXOJIU Mpe.-
CTaBJISIOT COOOI TSKEI0€ OCIOXKHEHUE ¢ HeOIaronpusIT-
HBIM MPOTHO30M, YTO TpeOyeT MJIMTEIbHOrO AUCHaHCep-
HOro HaOJIIoIeHUs 3a MalleHTaMMU.

HecMoTpsi Ha BBICOKYIO KIMHUYECKYIO 3HAUMMOCTh
JIaHHOI Mpo0OJieMbl, HabOJI0AeHHUE 3a MALlMEHTaMU B OTJa-
JICHHbIE CPOKM TOCJIE OKOHYAHMSI JIEUeHHUs] 4YacTo He
SIBJISIETCSI  CTaHIAapTU3MPOBaHHBIM. OIlEHKa COCTOSIHMS
KOTHUTUBHBIX (DYHKIIMI, B TOM YUC/Ie B AMHAMUKE, YACTO
He MPOBOIUTCS Ha PETYJISIPHOM OCHOBE, XOTsI, M0 TaHHBIM
JINTEePATyphl, HapyllIeHUs MMaMsTH, BHUMaHUsI, CKOPOCTHU
006paboTKM MHGOPMALUK U APYTUX NAPpAMETPOB BbICLLEH
MICUXUYECKON NeITeIbHOCTU BCTPEYaloTCsl Y 3HAUUTEb-
HOTO YMcjia BbDKUBIIKX [2, 8]. DHAOKPUHHBIE OCIOXKHE-
HUSI, B TOM 4YuCie Oe(PUIIUT COMATOTPOITHOIO TOPMOHA
(CTT), runmotupeo3 M TUIOrOHaAM3M, TakKxXKe pa3BuBa-
I0TCS Y 3HAUUTEJIbHOM 10/ MallMeHTOB, OMHAKO AMarHo3
MOATBEPXKIAETCsS HE BCErJa CBOEBPEMEHHO, UYTO MOXKET
OTCPOYMTh HAYaJI0 3aMECTUTEIbHOM TOPMOHAJILHOM Tepa-
IMUU U CHU3UTh Ka4eCTBO XKU3HU MauueHToB [9, 10].

ComaTtoTpoIiHasi HeI0CTaTOYHOCTh SIBJISIETCSI Haubo-
JIee YaCThIM 9HIOKPUHHBIM OCJIOXHEHMEM I0CJIe MPOBe-
neHHoro KCO u 3aBUCHUT OT 03Bl JIydyeBOi Tepanuu [9].
OnHako Jaxe MpM MCIIOJb30BAaHUM CHMXXKEHHOM 103blI
KCO (nHanpumep, 23,4 Ip) yacrtora pa3BUTHSI KJIUHUYE-
cku BblpaxeHHoro aeduuuta CTI ocraeTcs BBICOKOI
[11]. Kpome Toro, HazHayeHHe 3aMEeCTUTEIbHOM Tepanuu
TOPMOHOM POCTa MOXET ObITh OTCPOYEHO IO OpraHu3a-
LIMOHHBIM IPUYMHAM U U3-3a HEAOCTaTOYHON UH(DOpMU-
POBAaHHOCTH MaLMeHTOB [12].

OTOTOKCUYHOCTh, MPEUMYLIECTBEHHO OOYCIOBJIEH-
Hasl MIpUMMEHEHMUEM IMCIUIaTUHA B paMKax IoAaepK1Ba-
Iollell Tepanmuu, TakKXe SIBASETCS 3HAYMMbIM OCJIOXHE-
HueMm. [1pu aToM aynuosornyeckoe oocaeaoBaHue B psiie
clyyaeB MPOBOIUTCS HEPETYISIPHO, YTO 3aTPYAHSIET CBO-
eBpEMEHHYIO IUarHOCTUKY HapylleHuii ciayxa [13].

Takum oOpa3oM, akTyaJbHOI OcCTaeTcsl 3agaya KOM-
IUIEKCHOW OLIEHKU OTHAJIEHHBIX TMOCIEACTBUN Teparuu
y naiueHToB ¢ Mb rpynmbl cTaHIapTHOTO pUcKa, MoJy-
YyaBIIMX JeYeHUe B paMKax eauHoro nporokona. Ocodoe
3HayeHUe IPEACTaBIsIeT aHaJU3 YacTOThl M XapakTepa
OCJIOXKHEHMI, YPOBHS UX BepU(UKaALIMU U TTOCIeAYIOoNIe-
r0O MOHUTOPMHTIA, a TaKXe M3YyYeHHE BO3MOXKHOIO BJIM-
SIHUS TakuX (pakKTOpoB, KakK BO3pacT Ha MOMEHT Hauaja
tepanuu 1 no3a KCO.

Ieabio HACTOSAIETO UCCIEOBAHUS SIBJISLIOCH CCTEMa-
TU3UPOBAHHOE OIMCAHUE CIIEKTPa OTAAJEHHbBIX TOKCHYE-
ckux 3 PekToB y nauueHToB ¢ M b rpymnmnbl craHgapTHOToO
puCKa C aKLIEHTOM Ha BbISIBJIEHWE OTPAHUYEHU I TEKYLIEH
MPakKTUKU HaOJIOAEHUS M BO3MOXHBIC HaIpaBJICHUS ee
OINTUMU3ALINH.

MatepuaJjsl 1 METOIbI

B nepuon ¢ 2013 no 2023 . s HMULL ATOU um. JImu-
Tpus PoraueBa mpoxoauiu jedeHue u/uin HaOaoaaluch
144 manueHTa ¢ Mb rpynmnbl cTaHIapTHOIO pUCKa, COOT-
BETCTBOBABIIME HAa MOMEHT Hauajia Teparnuu CJIeAyouM
KpUTEpUSIM: Bo3pacT crapiie 3 jeT (5 jJeT aast JecMo-
IJIACTUYECKOI'0 THCTOJIOTMYECKOrO TUIIA U/WUJIU MOJIEKY-
nsipHoit moarpynnsl SHH), o0beM ocTaTouHOl OMyXo/au
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MeHee 1,5 cM?, OTCYTCTBUE METacTa30B, HeaHaIJIacTHJe-
CKUIi TUCTOJIOTMYECKUI TUTT, OTCYTCTBHE aMIUTM(UKALINT
reHoB MYC/MYCN.

BceM mamumeHTaM Tociie ONepaTMBHOIO 3Tara Ipo-
Bomuiiock KCO B mose 23,4—24,0 Ip wom 35,2—-36,0 Ip
C MOCJIEAYIONNM OYCTOM Ha 3aIHIOI0 YEPEITHYIO SIMKY JIO
cyMMapHoii 103kl 54—55 Ip, a Takke noaaepXKuBaloiias
XUMUOTepaIusi, BKJIIOYAIOIIas JIOMYCTUH, IIACILIATUH
1 BUHKpUCTUH. KymMynsTMBHas n03a IUCIUIATUHA B PaM-
Kax MOJIePKUBAIOIIEH Tepanmuu coctanisia 560 Mr/m2.

BbL1 1TpoBeieH aHaIM3 OCHOBHBIX BUIIOB OTIAJICHHBIX
TOKCUYECKHX 3P (HEKTOB XUMHUOIYIEBOM Teparuu: Hapy-
IIEHUS BBICIINX TICUXWYECKUX (PYHKIIMI, SHIOKPUHHAS
IUCHYHKIIMS, HEUPOCEHCOPHAs TYroyXoCTh, CKOJIMO3,
XpOHUYECKasi HyTPUTUBHAS HEIOCTATOYHOCTh, TTOJIMHE -
ponaTusi, pa3BUTHE BTOPMYHBIX OITyXOJICH.

OHKOJIOTMYECKUI KaTaMHe3 ObLT TOCTYIEeH JUIST BCeX
MaIMeHTOB, B CBSI3M C YeM OILIeHKa pa3BUTHSI BTOPUYHBIX
OITyXoJiel TPOBOAWIACKH BO Bcelt koropte (n = 144). s
OLIEHKU OOJIBIIIMHCTBA OTAAEHHBIX 3((HEKTOB (SHIOKPH-
HOIIaTUM, HEUPOCEHCOPHAsT TYTOYXOCTh, CKOJIMO3, HYTPH-
THUBHAasT HEIOCTATOYHOCTD, MMOJIMHEPOIIaThs) ObUIA MPO-
aHaJM3UPOBAHBI JaHHbBIE 55 MaIlMEeHTOB, JJIST KOTOPBIX
OBLIM JIOCTYITHBI JTOCTaTOYHas KJIMHWYecKas:h MHbopMa-
LM W pe3yjIbraThl J1abopaTOpHO-MHCTPYMEHTATbHBIX
HccenoBaHUi. AHAIM3 KOTHUTUBHBIX U TTOBEIEHYECKUX
HapylIeHU ObLT TTpoBeaeH y 30 MarMeHToB, 1St KOTOPBIX
OBLIM JOCTYITHBI 3aKJIIOYEHHUSI CIIEIIMATMCTOB, TO3BOJIUB-
IIe OIIEHUTD TTapaMeTPhl IICUXUIECKOTO (hyHKITMOHUPO-
BaHUSI 10 Hayaja JIydeBOM Tepaliiy U B XOJEe TOCIIeyI0-
1IEro HaOIOACHMS.

Cxema BKJTIOUEHUS MTAIlIMEHTOB B MCCJIEIOBAaHME TIPEI-
cTaBjieHa Ha puc. 1.
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OneHKa HapyIIeHHii BBICHIMX NCUXHYECKUX (QYHKIMI

JIist u3ydeHust BIUSHUS XUMUOJIYYEBOM Tepaluu Ha
peanu3aumio TICUXUUECKOU AeSITebHOCTU ObLI MpoOBe-
JIEH PeTPOCIIEKTUBHBIN aHaIN3, OCHOBAHHBIM Ha XKaJlo-
0ax malMeHTOB U UX POAUTENEl, TaHHBIX 00CIe0BaAHUIA
M 3aKJIOYEHUN Mpo@UIbHBIX CHEUaTUCTOB (MeIu-
LIMHCKUX TMCUXOJIOTOB, HEBPOJIOTOB, TICUXUATPOB, JIOTO-
nenoB). OueHUBAIMCh KOTHUTUBHBIE DYHKIUU (peub,
namMmsITb, BHUMaHUE, MBbIILJIEHUEe, HelpoIMHAMUYECKHe
napameTpbl ICUXUYECKON NeITeAbHOCTH ), OCOOEHHOCTU
MOBEIeHUs] U SMOLMOHAJIBHOTO pearupoBaHus (MuUILe-
BOE€ TMOBeJeHUEe, JETCKO-POAUTENILCKUE OTHOILIEHUS,
HaJluyne TPEBOXHBIX W JEMPECCUBHBIX PAaCCTPOMCTB),
XapakKTepUCTUKU COLMATIbHOTO (YHKIIMOHUPOBAHUS
(comuanbHOe B3auMMOJENCTBUE, KOMMYHUKATHUBHBIE
HaBBbIKM), a TakXXe BO3MOXHOCTU oOyuyeHus1. Kaxxabiit
rmapaMeTp OIeHWBAJICS MO OWMHAapHON IKaje (Hamnaue,/
OTCYTCTBUE HapyuieHust). CpaBHeHUE TMPOBOAUIOCH
MEXAy ABYMSI BpEMEHHBIMU TOUKAMU: 10 Hayaja Jiydye-
BOW Tepanmuyd W Ha MOMEHT IMOCJEAHEro AOCTYITHOIO
HaOJIoAeHUS .

MeToauka OLIEHKM MMejda OrpaHWYeHMs, CBsI3aH-
HbIe C PETPOCIIEKTUBHBIM XapaKTepoOM MCCIeI0BaHUS
1 OTCYTCTBUEM KOMILJIEKCHOTO HEMPOICHUXOJI0TrNYeCKO-
ro o0cjenoBaHUs MALMEHTOB B psiJie ClydaeB, B CBSI3U
C 4YeM KaTeropusalusi HapylleHUi TpoBOAMIACh Ha
OCHOBaHUM AOCTYIMHOM KJIMHUYECKON HTOKYMEHTALWU,
KanoO W 3aK/IOYeHMii crieuuaaucToB. TeM He MeHee
MoJlydeHHbIe JaHHble TO3BOJUWIN OXapaKTepU30BaTh
CHEeKTP KOTHUTUBHBIX, SMOILMOHAABHBIX U TMOBEACHYE-
CKMX HapylIeHUI B HAOJII0JaeMOil KOTopTe.

Puc. 1. Cxema exaiouenus nayuenmos ¢ MB epynnoi cmandapmmnoeo pucka 6 anaius omoanrenuvix sggpexmos mepanuu. BIID — gvicuiue ncuxuueckue

dyukyuu

Fig. 1. Flow diagram of the inclusion of standard-risk medulloblastoma patients in the analysis of long-term treatment effects. NCF — neurocognitive functions m
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OueHKa 3HIOKPUHHBIX HAPYIIEHUI

AHaM3 SHIOKPUHHBIX OCJIOXHEHUI BKJIIOYAJ OLIEH-
Ky CeKpelMu TOpMOHa pPocTa, (PYHKIIMU IIUTOBUIHOU
>KeJie3bl, HaMOYeYHUKOB U roHan. OlieHKa MpOBOAWIACh
Ha OCHOBaHWU KJIIMHUYECKUX JaHHBIX, Pe3yIbTaToOB J1abo-
PaTOPHO-UHCTPYMEHTATbHBIX UCCICAOBAaHUI U 3aKJTIOYe-
HUI Bpaya-3HIOKPUHOJIOTA.

Hnsa ananuza aedunnta CTIN yuutsiBaiCh aHTPOIIO-
MeTpuuyeckue (PocT M TEMIIbl pocTa), J1abopaTOpPHO-UH-
CTpYMEHTaJIbHbIE (YPOBEHb WHCYJIMHOIOA0OHOTO (haK-
Topa pocTa-1, KOCTHBII BO3pacT) IokKasaTesiv, JaHHbIe
CTI-cTuMyISIUMOHHBIX MPOO (MPU HATWYKK), a TaKXKe
3aKII0UeHUsT TpoGUWIbHBIX crneuuanuctoB. K mpwu-
3HaKaM COMAaTOTPOMHOW HEAOCTAaTOYHOCTH OTHOCWJIU
CHUXXKEHME TeMIoB pocTa 6osee yeM Ha 2 SDS (standard
deviation score, Ko3¢pGUUMEHT CTaHAAPTHOTO OTKJIO-
HEHUS) B COYETAHUU XOTSI Obl C OJHUM U3 CJACAYIOLIUX
MapaMeTpoB: MoKa3aTeab WHCYJIMHOMOIOOHOTO (hakTopa
pocta-1 < —2 SDS (y OOJBIIMHCTBA TMAalMEHTOB,
n =47, 85,5 %), nepumut pocra < —2 SDS mnum orcTaBa-
HUE KOCTHOTO BO3pacTa OT XPOHOJIOTUYECKOro OoJjiee yueM
Ha 2 roja.

B aHaim3 KyMyJIsITUBHOW YacTOTHI Pa3BUTHS TIpH-
3HakoB Aedunuta CTI BKIIOYAIUCh TOJBKO MALMEHTHI,
MpolIeAIre TTepBoe IHIOKPUHOJIOIMUYECKOe 00cienoBa-
HUE B TeyeHue 18 Mec OT Hayvasia JIy4eBO# Tepamuu, 4yTo
MO3BOJIUJIO KOPPEKTHO OIPEACTUTh BpeMsl MOSIBICHUS
npusHakoB aeduimta CTT.

IMonteepxkneHusiM aeduuut CTI cuurtanca npu
HAJIMYMU TIOJOXUTENbHBIX pe3yiasratoB CTI-ctumyns-
LIMOHHBIX TECTOB, MTPOBEACHHBIX B CIIEIUATU3UPOBAHHOM
yupexneHuu. B ciryyasx oTCyTCTBUSI TeCTUPOBAHUS Aua-
THO3 TaKXXe MPU3HABAICS MOATBEPXKIECHHBIM MPU HaJU-
YUM XapaKTepHOW KIMHUKO-1a00paTOPHON KapTUHBI,
3aKJIIOYEHUS] DHIOKPUHOJOra M JOKYMEHTUPOBAHHOTO
Ha3HAYEeHUS 3aMECTUTEIbHOI Tepariii TOPMOHOM POCTa.

JurarHocTvka TUIOTUpPeOo3a MPOBOAUIACH IO PE3yJib-
TaTaM PEryJsipHOro JiabopaTOPHOTO CKPUHUHTA (TUpPEOo-
TPOIHBII ropMoH, cBoOonHbiil T4). [lepBUYHBINA TUIIO-
TUPEO3 MUATHOCTUPOBAICS TPU YCTOWUYMBOM ITOBBILIE-
HUU TUpeoTpornHoro ropmMoHa > 10 MME/n B couetanun
C MOHMKEHHBIM WJIM HOPMaJbHbIM CBOOOIHBIM T4. Cy0-
KIMHUYECKUI TUITOTUPEO3 YIUTBIBAJICS TIPYU YMEPEHHOM
MOBBIIIEHUU TUPEOTpoItHOro ropmoHa (5—10 mME/mn)
MpY HOPMaJbHOM YpoBHE cBobomHoro T4. BropuuHblid
TUTIOTUPEO3 OMPENENsIcs MPU CHUXEHUU YPOBHSI CBO-
6omHoro T4 B coueTaHUM ¢ HOPMAJIbHBIM WJIM TTOHUXKEH-
HBIM YPOBHEM TUPEOTPOITHOTO ropMoHa. BceM manmeH-
tam 1iocsie KCO mpoBoauiach yabTpa3ByKOBasi OLIEHKa
o0beMa IMTOBUAHOM XeJie3bl B AMHAMUKE.

BTopuuHbIii THTOKOPTUIIA3M OTpenessuics PU YPOB-
He OaszasbHOro Koptuzona < 100 HMONB/IT W HaTUYUU
XapaKTepHOU KIMHUYECKOW CUMIMTOMATUKHU, MpPU 3Ha-
YeHUsIX OaszayibHOTro KopTh3ona 100—500 HMob/1 Mpo-
BOIUJIMCH JOTIOJIHUTEbHbIE TMOATBEPXKIAIOIINE TECTHI,
MO3BOJISIIONIME BepuUIIMpoBaTh auarHo3. IlanueHTh
C DJIIOKOKOPTUKOCTEPOUII-MHIYIIMPOBAHHBIM XapaKTe-
pOM BTOPUYHOI HAAMOYEYHUKOBOU HEIOCTaTOUHOCTHU
OBUTM UCKJTIOUYEHBI U3 aHaIN3a.
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OreHKka roHagHOW (DYHKIWHM TPOBOAWIIACH Y MallM-
€HTOB, JOCTUTIIMX BO3pPAacTa, COOTBETCTBYIOIIETO OXKM-
JlaeMOMY Hayajly WIM TEUYEHMIO ITOJIOBOTO CO3pEBaHMUSI,
a TakXe y JIeTell ¢ MoJ03peHreM Ha IpeXIeBpeMeHHOE
MOJIOBOE pa3BUTHE. AHAIN3 BKITIOYAJ TaHHbIe (DU3NKAITb-
HOTO ocMoTpa (OILIEHKY CTaJuH TIOJIOBOTO Pa3BUTHS TI0
Kinaccudmkamy Tanner), TToKa3aTeJId TOHATOTPOITMHOB
M TIOJIOBBIX CTEPOMIOB, a TaKXKe 3aKJII0YeHUs Bpada-3H-
IIOKpUHOJIOTa.  [MIIeproHagoTPOITHEI  TUIIOTOHAIN3M
IMArHOCTHPOBAJICS TP 3a1eP>KKe MM OCTaHOBKE ITyOep-
TaTa Ha (hOHE CHIDKEHHBIX YPOBHEH ITOJIOBBIX CTEPOUIOB
¥ TOBBIIICHHBIX 3HAYCHW JTIOTCMHU3UPYIOIIETO M (DOJI-
JIMKYJIOCTUMYJIMPYIOIIETO TOPMOHOB. [WIoroHamoTpor-
HBIII TUTIOTOHAIW3M OITpEeAeIIsUICS TIPU CHIDKCHWW KakK
TOHAJIOTPOITMHOB, TaK U ITOJIOBBIX TOPMOHOB B COYETAHUN
C OTCYTCTBHMEM NPU3HAKOB ITy0epTaTa WIM ero Mporpec-
cupoBanus. [IpexxneBpeMeHHOE ITOJI0BOE Pa3BUTHE yCTa-
HaBJIWBAJIOCH IPU TMOSIBJICHUN MPU3HAKOB IyOepTara J0
8 et y aeBouek U A0 9 JeT y MaJbuMKOB, MOATBEpXKIa-
JIOCH JTaOOPAaTOPHBIMM ITOKA3aTEISIMA M COITPOBOXIAIOCH
Ha3HaYeHWEeM TepaITii arOHNCTOM TOHAIOTPOITMH-PUITN -
3WHT-TOPMOHA.

OueHka JApyrux oTaajieHHbIX 3 (eKToB Tepanuu

HeiipoceHcopHast TYroyxoCcTh OlleHMBaJIaCh Ha OCHO-
BaHUU 3aKJIIOYCHUII OTOPUHOJAPWHIOJNOTa WM CYpIo-
jjora. B naHHOM uccienoBaHUM 3aBUCHMOCTb YaCTOTHI
TyroyxocTu ot n1o3sl KCO He aHaiu3upoBaiach.

Ckonotnyeckast aedopmaiysi MO3BOHOUYHUKA Olle-
HUBaJach Ha OCHOBAaHMMU MEIUIIMHCKOUN JOKYMEHTAIIMU
M 3aKJTIOYCHUI CMeIMaaCcTOB, YYaCTBYIOIIUX B KaTaM-
HECTUYECKOM HaOMIoNeHU (HEBPOJIOrOB, pPeaduIUTO-
JjoroB). Hu B ofHOM 13 3aI0KYMEHTUPOBAHHBIX CJIyYacB
CKOJIMO3a IMarHO3 He ObUT ITOATBEPXKICH OPTOIIEIOM U He
COIPOBOXAAJICS PEHTIEHOJOTMYECKON BepubuKanuein
WV KOJTUIECTBEHHON OLIEHKOM CTeTICHU MCKPUBJICHUSI.

XpoHuyeckast HYTPUTHBHASI HEJI0CTaTOYHOCTh
M TIOJIMHEMPOITIaTHsI OIICHUBAJIMCh HA MOMEHT TTOCJIETHE -
ro HaboaeHus. JAnarno3 yMepeHHOM WU TSKEJIOoN CTe-
MEeHU yCTaHaBJIMBAJCS MpU Macce Teaa Huxke —2 SDS ot
BO3pPACTHOI HOPMBI 110 JaHHBIM aHTporoMeTpuH. [Tomm-
HelporaTys TMarHoCTUPOBalach Ha OCHOBAHUU 3aKITIO-
YEeHMI HEeBpoJioTa TPU HAJIMYMKM XapaKTePHBIX Xajioo,
JIAaHHBIX HEBPOJOTMYECKOT0 OCMOTpAa M B psIIe ClIyvaeB
pEe3yJIBTaTOB JIEKTPOHEpoMuorpadun.

PaauounaynmpoBaHHbIe ONMYX0JIH

JlnarHo3 ycTaHaBIMBAaJCSl Ha OCHOBAaHWU TUCTOJIO-
TMYECKOro TMOATBEPXKIEHMSI, a TIpU HEBO3MOXHOCTU
OUOTICUY — MO TUITMYHON PEHTTEHOJIOTUYECKO KapTUHE
B COYETAHUM C KIMHUKO-PaANOJOTrMYeCcKOi JMHAMUKOM.
B 1 ciyyae mist okoHYaTeIbHON Bepu(UKALIMKM AUarHo3a
MOTPeOOBANIOCh TPOBEACHUE MOJIEKYJISIPHO-TeHETHYE-
CKOT'O MCCJIeIOBaHMs, BKIIOUABILIETr0 aHalnu3 METUIUPO-
Banus JJTHK.

CraTucTHYeCKHid aHAIN3
CraTuctuueckass o0paboTKa JaHHBIX MPOBOIMIACH
C UCTOJIb30BaHUEM TTporpaMMHoii cpeabl R. KonnuecTBeH-
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HbIE TIEPEeMEHHBIE OMMCHIBAJIMCH C UCITOIb30BAHUEM ME/TH -
aHbl, KaTeroprajbHbIe IEPeMEHHbIC — B BUIe a0COTIOTHBIX
3HaueHuit u noneit (%). A1st cpaBHEHUST KaTeropualbHBIX
MEePEMEHHBIX MPUMEHSIICS KpuTepuil y>. CTaTUCTUYECKU
3HAYMMBbIMU CUUTATUCH pa3iuuus npu p < 0,05.

M3MeHeHUsT 4acTOThl HapyIIEHWH BBICIINUX TICUXH-
YecKUX (PYHKIMI MEXIy ABYMSI BPEMEHHBIMM TOYKaMU
(To HavaJa JIy4eBOM Teparvu U Ha MOMEHT ITOCJIEIHETO
HaOIONEHUST) OLICHWBAIMCHh C MCIOJb30BaHUEM TecTa
Mak-HeMmapa 1u1st mapHbIX KaTeropuaibHbIX JaHHBIX.

Hnst aHanM3a BPEMEHHBIX XapaKTePHUCTUK pPa3BUTHUS
oTnajeHHbIX ocioxHeHui (mebuuutr CTT, runotupeos,
OTOTOKCMYHOCTb, CKOJIM03) WCIIOJIb30BaJIUCh KpUBBIC
KYMYJISITUBHOM 9acCTOTBHI COOBITUI C YI€TOM KOHKYPUPY-
IOIINUX pUCKOB. CpaBHEHME MOATPYIIT OCYIIECTBIISIOCH
¢ ucroyib3oBaHUeM Tecta [pes.

B xauecTBe moTeHUIMATBLHBIX (PAaKTOPOB pUCKaA paccMa-
tpuBaymch mo3a KCO (23,4—24,0 Ip npotus 35,2—36,0 Ip)
M BO3pacT MalleHTa Ha MOMEHT Havajia JIydeBOil Teparuu
(< 7m>77er), c y49eTOM U3BECTHBIX BO3PACT-3aBUCUMBIX
pa3Iu4unii B YyBCTBUTEILHOCTH Pa3BUBAIOIINXCSI OPTaHOB
U CUCTEM K MOHU3UPYIOLIEMY U3JIydeHuIo |8, 14—16].

PesynbraTb

MC)II/IaHa Bo3pacTa maliMEHTOB Ha MOMCHT Haydalia
JIyueBO Tepamuu cocTaBujia 8,2 rojga. BoJbLIMHCTBO
maneHToB (n = 41; 74,5 %) noayawm KCO B 1mo3e
23,4 Ip, 14 (25,5 %) — B no3e 35,2 Ip. Mennana HaOIIIO-
JIEHUsI OT HayvaJja JIyueBOl Tepanmuu cocTaBuia 3,2 roja.
OO011as1 XxapakTepUCTHUKa MalMEHTOB MpYBeaeHa B TaoOI. 1.
Tabmuna 1. Obwias xapakmepucmuxa nayuenmos u omoaneHHvix 3pex-
moe mepanuu
Table 1. Baseline characteristics of patients and long-term treatment effects

Parameter Value
COOTHOILIEHHE TT0 MOy 11

Sex ratio
Menuana Bo3pacTa Ha MOMEHT Hayasa Jy4eBoii

Teparuu, TOMIbI 8,2 (3,3—16,1)
Median age at the start of radiotherapy, years
Josa KC(§, n(%): f Py
Dose of craniospinal irradiation, n (%):
23,4 Tp/Gy 41 (74,5)
35,2 Ip/Gy 14 (25,5)
MennaHa [UTMTEIbHOCTH HAOJIIOIEHUST OT HavYasa
JIy4eBOU Teparnuu, roabl 3,2 (1,2-10,9)

Median follow-up duration from the start of

radiotherapy, years
OrnasieHHble 3(beKTh XMMUOITY4eBOit Teparui, A (%):

Late effects of chemoradiotherapy, n (%):
HAPYIIEHUSI TICUXIMIECKOIA IeSITEIBHOCTH
cognitive/psychological impairment
SHIOKPUHHBIE HAPYLIEHUSI
endocrine disorders
CKOJIMO3
scoliosis
HEPOCEHCOPHAsT TYyrOyXOCTh
sensorineural hearing loss
XPOHUYECKAs HYTPUTHBHASI HEOCTATOYHOCTh
YMEPEHHOM /TSIKEe0i CTeneHn
chronic moderate/severe nutritional deficiency

29/30 (96,7)
49/55 (89,1)
28/55 (50,9)
26/55 (47.3)

18/55 (32,7)

MOJIMHENPOTaTus 14/55 (25,5)
polyneuropathy

PaMOMHIYLIMPOBAHHbIE OITYXOJIU 6/144 (4,2)
radiation-induced tumors

JIPyTH€e TPOSIBICHUS 2/55(3,6)

other toxicities
'
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Haubomee yacTbIMM IMTO3MHUMU OCIIOXKHEHUSIMU OBLTA
KOTHUTUBHBIe HapyineHust (96,7 %) M SHIOKPUHHAST THC-
dynkims (89,1 %). Pexe ormeuanuch ckonros (50,9 %),
HelipoceHcopHast Tyroyxoctb (47,3 %), XpoHWYecKas
HYTPUTHBHAsT He0CTaTOUYHOCTD (32,7 %) 1 MmoamHeipo-
martus (25,5 %). PannonHayliMpoBaHHBIE OITYXOJIM BBISIB-
JICHBI y 6 TTarieHTOB (4,2 % OT Bceil KOrOpTHI).

Kaxnpiit u3 55 mauyeHToB uMen KaKk MUHUMYM | u3
6 aHAJIM3UPYEMBIX OCJIOKHEHMUI (32 UCKITIOYEHUEM Paaruo-
WHIYLIMPOBAHHBIX OITyXOJIel, KOTOpbIe OILIEHUBAJINChH
B 0oJiee IMpoKoii Koropte). PacripeneneHue yucia ocaox-
HEeHMI1 Ha | MalKeHTa IpoAeMOHCTPHUPOBAJIO BEIPAXKEHHYIO
KYMYJISIIIUIO TTO3THUX 3(PGhEKTOB Tepanuu: 6 OCIOXHEHUI
3apeructpuposaHo y 1 (1,8 %) nanmenra, S —y 3 (5,5 %),
4—y14(255%),3 -y 19 (34,5 %), 2 —y 11 (20,0 %)
ul—y712,7 %). Takum o6pa3om, y OOJBIITMHCTBA AeTEi
OTMEYAJIOCh HECKOJIBKO TTO3THUX OCJIOKHEHMIA.

Hapymenus ncHXH4eCKoii 1eaTeIbHOCTH

AHaJIN3 KOTHUTUBHBIX U WHBIX HAPYIIEHWI TICUXIUe-
CKOM NesITeIbHOCTH OB MPOBEACH 0 Havaya JIydeBOn
Tepanuu (Mocjie orepalru) W B XOAE TOCIEAYIOIIero
HaOJTI0IeHUST HA OCHOBAaHMM KaYeCTBEHHOI OIIEHKU BBIC-
X TICUXUIECKUX (PYHKIINIA B COOTBETCTBHMU C 3aKJTIOUC-
HUSMUA MEIWIIMHCKUX W HEUPOIICMXOJIOTOB, HOCTYITHOM
s 30 uz 55 maumeHToB. MenuaHa BpeMeHM HaOJI0-
JIEHWST TI0 COOTBETCTBYIOIIMM HapyIIEHUSIM COCTaBUJIa
2,9 (1,6—5,3) roma. OueHKa ITPOBOAMIIACEH TT0 OMHAPHO-
My TIpUHIOUITY (HaJMdre/OTCYTCTBHE HAapyIIeHUs) II0
13 mapameTpaM, YTO OTPAaHWYMIO BO3MOXHOCTH KOJIM-
YECTBEHHOM XapaKTepUCTUKM, HO TO3BOJUJIO BEISIBUTH
o011ee HampaBjeHNe TUHAMUKHI TICUXUYECKOTO (hyHKITN-
OHMPOBAHMS TIOCJIE TePATTH.

¥V 29/30 (96,7 %) mauMeHTOB B MpoIiecce HAOIIOICHUS
ObUTM 3a(bUKCUPOBAHBI HAPYIICHUS XOTSI OBl TT0 OMHOMY
M3 OLIEHMBAaEMbIX MapaMeTPOB IMCUXUIECKON NeATeTbHO-
cty. B aT0i1 Moarpynmne MeauaHHOE YHMCI0 HapyIIEHHBIX
rmapaMeTpoB cocTaBuiao 6 (3—12), 4ro momyepKUBaeT
MHOXECTBEHHBIN XapaKTep KOTHUTHBHBIX W TTOBEICHYEC-
CKUX e(pULINTOB.

Haubosee yacTbIMM OCTIOXKHEHUSIMHU, BCTPEeUalOIIUMU -
cs1 6osiee YyeM y TIOJIOBMHBI MAIIMEHTOB MOCIe OKOHYAHMS
Teparny, ObUIM HapyIICHWS HEWMpOTMHAMWYCCKUX Tapa-
METPOB IICUXUIECKOI iesiTeIbHOCTH (1 = 26; 86,7 %), BHU-
Manus (n = 20; 66,6 %), CHIDKEHNE TICUXO3MOLIMOHATBHOMN
ycroiumBoct (n = 19; 63,3 %), TpyIHOCTU OOy4YCHUSI
(n=18; 60 %) u Hapymenus namsatu (n = 17; 56,7 %).

CTaTUCTMYECKM 3HAYMMOE YBEIMUEHNE YaCTOThI BCTPE-
YaeMOCTH HapyllIeHMIl B Xoje HaOIIoNeHUs 10 CpaBHE-
HUIO C TTOCTOIEPAIMOHHOW OLIEHKOI OBUTO BBISIBJIEHO ITO
2 mapamMeTpam: HapyiieHue namsity (p = 0,01) u TpynHocTH
obyuyerust (p = 0,027) (puc. 2). I[lo apyrum mapameTpam
OTMEYAJIMCh pa3HOHAIpaBJICHHbIE W3MEHEHMS, OIHAKO
pasMuMs He IOCTUTAIU CTaTUCTUYECKON 3HAYMMOCTH.
AHaM3 3aBUCUMOCTU TIOSIBJICHUSI OCJIOKHEHUI OT O3Bl
KCO He nmpoBoauics B CBSI3U ¢ MaJIbIM YMCJIOM TallMeH-
TOB, TToyydaBInx 36 Ip (n = 4). CpaBHeHME 1O BO3pacT-
HBIM TpyrmaM (<7 u >7 J1eT) He BBIIBUIIO CTAaTUCTUIECKH
3HAYMMBIX Pa3IMUMiA HU TIO OHOMY U3 TTapaMeTpPOB.

OpurunanbHble ucenepoBanus // Original studies
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Puc. 2. Yacmoma napywenuit napamempos 8bicuiux NCUXUMECKUX GYHKUULL Yy NAUUEHMOo8 00 HaYaa Ay4esoll mepanuu U nocae OKOHYAHUs KOMOUHUPO-
sannoeo aevenus (n = 30). IIpedcmasaenv: napamempoi ¢ yKazanuem 004U NAUUEHMOE C HAPYWeHUAMU U NOKa3amenem Cmamucmu4eckoll 3HayumMocmu

(mecm Mak-Hemapa)

Fig. 2. Frequency of impairments in higher cognitive function parameters in patients before radiotherapy and after completion of combined treatment (n = 30).
The figure shows the proportion of patients with abnormalities and the corresponding statistical significance (McNemar test)

DHIOKPHHHbIE HAPYIIEHNUS

OHOOKPUHHBIE HApYLIEHUS SBISUIUCH OJHUMU W3
Hauboyiee YacThIX OTAAJIEHHBIX IOCIEACTBUI Tepanuu
B HccienyeMoii koropte. XoTd Obl | HapyllleHue 3HIO-
KPUHHOM (yHKIMY ObUTO BhIsiBIIeHO ¥ 49 (89,1 %) manu-
€HTOB. Y OOJbIIMHCTBA TaleHToB (72,7 %) oTMeueHO
2 SHIOKPUHHBIX OCJIOXHEHUS U 0oJiee, y TPETU MalleH-

ToB — 3 U Oosiee. Bece 4 Tuna uccnemyeMblx SHIOKPUHO-
MaTuil ObIIN 3apernucTpupoBaHbl y 3 (5,5 %) malMeHTOB.

Haubonee wyacto wHaOmopamuck pedpumutr CTT
¥ TUITOTHPEO3, 3apeructpupoBanubie y 70,1 % u 69,1 %
MaIMEeHTOB COOTBETCTBEHHO. YacToTa BTOPUYHOTO TUTIO-
KopTuimaMa coctaBuia 21,8 %, HapylieHUid TOHaIHOMN
dyakm — 16,4 %.
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MenuaHa UIMTETLHOCTU HAOJIOACHUS I10 KOHTPO-
JII0O  3HIOKPUHOJOTUYECKMX OCJIOXHEHMI CcOocTaBUJIa
3,2(1,1-10,9) rona.

YacToTa ¥ CTPYKTYpa BBISIBJICHHBIX 9HIOKPUHOIATUIA
MpeACTaBIeHbI Ha puc. 3.

Puc. 3. Yacmoma u cmpykmypa 3100KpuHHOU OUCHYHKUUU Y NAUUECHIMO8
¢ Mb epynnel cmandoapmmoeo pucka (n = 55)

Fig. 3. Frequency and pattern of endocrine dysfunction in patients with
standard-risk medulloblastoma (n = 55)

ComaToTponHasi HeA0CTATOYHOCTh

Y 39 (70,1 %) mauMeHTOB OBLIM 3apeTrUCTPUPOBAHBI
KJIMHUKO-TTabopaTtopHble npusHaku aedunura CTI. W3
16 manmeHTOB, He MMeBIIUX MpU3HaKoB aeduuTta CTT,
y 8 (14,5 %) Ha MOMEHT NepBO OLIEHKW 3aBEPIIMIICS
MyOepTaTHBI POCT, YTO UCKITIOYAIO BO3MOXKHOCTb KJIU-
HUYECKOU OLIEHKU 3TOro napamMerpa, B | ciiydae oleHKa
ObLTa HEBO3MOXHA M3-3a OTCYTCTBUSI KJIMHMKO-1abopa-
TOPHBIX MaHHBIX. Y ocTaBiuxcst 7 (12,7 %) mauueHToOB
npusHaku gepuuuta CTT He ObLIM BbISIBIIEHBI TPY HAJIU-
YU BO3MOKHOCTU UX OLIEHKU.

N3 39 naumenTtos ¢ npusHakamu aeduiurta CTT nua-
rHO3 ObLT moATBepkaeH y 17 (43,6 %), a 3aMecTUTEIbHAS
Tepamnus TOpMOHOM pocTa Obuta Havata y 13 (33,3 %)
U3 HUX.

Hns aHanmu3a KyMyJISITUBHOM 4acTOThI COOBITUIA, CBSI-
3aHHBIX ¢ geduuToM CTT, ObLIM UCKITIOYEHBI MALIMEHThI
C MO3AHUM MePBUYHBIM HaOmoneHueM (> 18 mec oT Hava-
J1a JTydeBoi Tepanuu, n = 16; 29,1 %), MOCKOIBbKY B 9TUX
cJyJasix ObLJIO HEBO3MOXKHO JJOCTOBEPHO OMPEIEIUTh Bpe-
M TIOSIBJIEHUSI CUMITOMOB. TpexJIeTHSISI KyMyJISITUBHAS
yactoTta pa3Butus npusHakoB aedunura CTI coctaBuia
82 % (95 % nmoBepuTENbHBINA MHTEPBaI 58—92), MennaHa
BpeMeHU 10 UX MOosBIeHUs — 1,7 roga oT HavyaJja JIyuyeBoi
Tepanuu (puc. 4a).
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ITpu aHanu3e KyMyJITUBHOUN YaCTOTHI pa3BUTUS MTPU-
3HakoB aeduiuta CTT B 3aBUCMMOCTH OT 03Bl JIy4EBOA
Tepanuu ObLUTO MOKa3aHOo, YTO MpU 0osiee BHICOKOI 103e
(36 Tp) npusnaku gedpuunra CTI BO3HUKaNIM CTaTH-
CcTMYeCKU 3HauuMo panblie (p = 0,041), ob1ast yacToTs
OCJIOXHEHMST Obla conocTaBuMoil (puc. 4¢). Tak, meau-
aHa BpeMeHHU 10 pazButus aedunura CTT y nauueHTOB,
noayuusiinx KCO B mose 24 Ip, cocraBuna 2,1 roja,
a ripu go3e 36 Ip — 1,6 roma. Bo3pacT Ha MOMEHT Havasia
JIy4eBOU Tepanmuy He OKa3blBaJl 3HAUMMOTIO BJIMSHUS Ha
cpoku pa3putus npusHakoB neduiura CTI (puc. 40).

MenuaHa BpeMeHU OT Hayaja Jyd4eBOW Tepamuu 0
nepBoro oocnenoBaHus no CTI-pepuumnty coctaBMiIa
1,4 (0,4—4,8) roga. s olleHKU 3aAepXKKM B IOCTa-
HOBKE MarHO3a WCIIOJIb30BaHbl TaHHbIe 26 MallMeHTOB
U3 TPYIMNbl paHHero HaomoneHus (< 18 Mec oT Hayazna
JIy4eBOM Tepanuu), y KOTOPBIX ObUTM BBISIBICHBI MPH-
3Haku neduiuta CTI. Meauana BpeMeHU OT MOSIBJICHUS
KJIMHUKO-1a00paTOPHBIX MPU3HAKOB 10 MOATBEPKICHUS
COMAaTOTPOMHONM HENOCTaTOYHOCTU cocTaBwia 1,5 roma
(puc. 46), MenraHa BpeMEHU OT MTOATBEPXIACHUS AUATHO-
3a JI0 HavaJia Teparuu ropMoHoM pocTa — 1,5 mec (puc. 46).

JIpyrue 3HIOKPHUHONIATHH

Tummotnpeo3 paspwicst y 38 (69,1 %) malMeHTOB:
B 24 (43,6 %) ciaydasgx OMarHOCTMPOBAaH IEPBUYHBINA,
B 14 (25,5 %) — ueHTpasbHBII TUMOTHPeo3. MenuaHa
BPEMEHM [I0 pa3BUTHUs TUIIOTUpPeo3a cocTtaBwia 2,1 roma
OT HayaJja JiydyeBoit Tepanuu (puc. 5a). OTMeuyanach TeH-
JeHIUsT K Oojiee paHHeil MaHUdecTaluu TUIIOTUPeo3a
y mareHToB, noyanBimx KCO B mose 36 Ip 1o cpaBHe-
Huto ¢ 24 Ip (menuana — 1,9 u 2,4 rona COOTBETCTBEHHO;
p = 0,057) (puc. 5¢). Bo Bcex ciydyasix runoTupeo3 Obul
BBISIBJICH TIpU PYTMHHOM JIaOOpaTOPHOM CKPUHUHTE
0e3 BBIPaKEHHOW KIMHWYECKON CUMIITOMATUKU. Bojb-
IMMHCTBO NanneHToB (n = 35; 92,1 %) Havanu 3aMeCcTH-
TETBHYIO TepPaIuio JEBOTUPOKCUHOM B TeUeHUE TIEPBOTO
MecsI1ia MmocJjie MOCTaHOBKY IMarHo3a.

BropuuHblli TUMOKOPTUILIM3M ObLT 3adUKCUpPOBaH
y 12 (21,8 %) maumeHToB. MenuaHa BpeMeHM 10 MaHU-
decraunu He OblJIa JOCTUTHYTA B IpejeiaxX cpoka HabJIio-
neHust (puc. 56). Paznuuumii B 3aBUCUMOCTU OT A03bI
KCO (puc. 50) u Bo3pacTta Ha MOMEHT Hauajla Teparnuu
(puc. 53) He oTMeueHo. Bo Bcex cirydasix CBOEBPEMEHHO
Oblla HayaTa 3aMECTUTEIbHasT Teparusl TJTIOKOKOPTH-
KOMIaMM.

Hapymenust  roHamHOl ~ (PYHKIWM  BBISIBICHEI
y 9 (16,4 %) TanieHTOB: TUIIEPTOHATOTPOITHBINA THUIIO-
roHamusM — y S5 (9,1 %), rUmoroHagoTPOIHbIIA TUITO-
roHagu3M — y 3 (5,5 %), mpexXaeBpeMeHHOEe IT0JI0BOE
passute —y 1 (1,8 %). I1pu goze KCO 36 Ip 3-nerHsIs
KYMYJISITUBHAsI 4acTOoTa O3TMX HapyIIeHW CoCTaBHWJIa
44 %, ipu nose 24 Ip — 3,1 % (p = 0,004) (puc. Se). Bos-
pacT Ha MOMEHT HayvaJla JIy4eBOW TepariM CTaTUCTHYe-
CKM 3HaYMMO HE BJIWST Ha PUCK Pa3BUTHS HapyIICHUI
(puc. Su). Cpeny MauMEeHTOB C TUIEPrOHATOTPOMHBIM
TUITOTOHAJIN3MOM BCE OBIIM 3KEHCKOTO TToj1a (BO3pacT Ha
MoMmeHT Hadasla KCO — 6,3—9,0 rona) ¢ MaHudecramm-

OpurunanbHble ucenepoBanus // Original studies
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[lons nauveHToB ¢ npusHakammn geduunta CTT -
[lons naumeHToB ¢ npusHakamn geduumta CTT

Bpems oT nosiBneHya CUMNTomMoB Aedpuumta Bpems ot nogTeepkaeHua aeduumra CTT
Bpems oT Hauana nyyesoii Tepanuu, net CTT Ao ero noaTBePKACHUS, rofibl J10 Hauana Tepanum ropMoHOM POCTa, FoAbl
2 0

Puc. 4. Kymyasmuenas wacmoma coovimuii, cesszannvix ¢ degpuyumom CTI (uckaiouenv: nayuenmot ¢ NO30HUM NePEUYHbIM HAOAI00eHUEM): a — PA36Umus
npusnaiog degpuyuma CTT (n = 39); 6 — noomeepoicoennozco depuyuma CTT cpedu nayuenmog ¢ nasuuuem eco npuznaxog (n = 26); ¢ — navasa mepanuu
20pMOHOM pocma y hayuenmog ¢ noomeepoicoennvim degpuyumom CTT (n = 14); e — pazeumus npusnaiog degpuyuma CTI 6 3aéucumocmu om 003bl 1y4e6oil
mepanuu (n = 39); 0 — pazeumus npusnakos degpuyuma CTT 6 3aeucumocmu om eo3pacma Hauana ay4egoii mepanuu (n = 39)

a 0 é
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Fig. 4. Cumulative incidence of growth hormone deficiency (GHD)-related events (patients with late initial follow-up excluded): a — of GHD signs (n = 39);
0 — of confirmed GHD among patients presenting with GHD signs (n = 26); 6 — of initiation of growth hormone therapy among patients with confirmed GHD
(n = 14); e — of GHD signs according to craniospinal irradiation dose (n = 39); 0 — of GHD signs according to age at the start of radiotherapy (n = 39)
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Puc. 5. Kymyasmuenas uacmoma paszsumus opyeux sH0OKpuHonamuii: a —eunomupeosa (n = 55); 6 — eunoxopmuyuszma (n = 55); 6 — nHapyuwieHuii 20Hao-
Holl hynkyuu (n = 55); e—e — eunomupeosa (2), eunokopmuyuzma (0) u 20Hao0HoU yHKUUU (e) 8 3a8UcUMOCIU OM 003blL LY4eB0I MePAnUU; HC—U — eUNO-
mupeo3sa (), eunokopmuyusma (3) u 20Ha0HOU PyHKYUU (1) 8 3a8UCUMOCIU OM 803PACMA HAHANA AVHEB0l Mepaniu

OpurunanbHble ucenepoBanus // Original studies
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Fig. 5. Cumulative incidence of other endocrinopathies: a — of hypothyroidism (n = 55); 6 — of hypocortisolism (n = 55); ¢ — of gonadal dysfunction (n = 55);
e—e — of hypothyroidism (e), hypocortisolism (0), and gonadal dysfunction (e) according to craniospinal irradiation dose; sc—u — of hypothyroidism (c),
hypocortisolism (3), and gonadal dysfunction (u) according to age at the start of radiotherapy
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eil B cpoku oT 2,3 10 8,3 roma oT OKOHYaHUsI O0JIydeHMUsI.
[MmOrOHaMOTPOITHBI TUITOTOHAAM3M JIMArHOCTUPOBAH
y 2 neBoyek u 1 Manpyuka yepes 1,2—1,9 roma ot Havasa
JygeBoit Teparmuu. [1pexaeBpeMeHHOe TTOJIOBOE Pa3BUTHE
otMeueHo y 1 neBouku nocsie KCO B mose 36 Ip, HazHave-
Ha Tepanust TPUITOPEITMHOM.

JIpyrue otaanenHbie 3(hdeKThl XUMHOJIYYEBOI TepaNuu

HeiipoceHcopHas TyroyxocTh Obljia BhIsIBJIeHa Y 26/55
(47,3 %) maumeHToB, ipu 3ToM B 7 (12,7 %) citydasix oTo-
ToKcu4YHOCTb cooTBeTcTBOBaNA [I—III crenenu. Tpexmer-
HSIS KYMYJISTUBHASI 9acTOTa Pa3BUTHUSI OTOTOKCHYHOCTH
cocraBuna 42 % (95 % noBepUTEILHBIN HHTEPBAT 25—55),
MearaHa BpeMeHHU 10 TMarHoCTUKY — 3,5 roga oT Havazia
JIy4eBoil Tepanuu (puc. 6a). AHaIU3 3aBUCUMOCTU JaH-
HOTO ocJioxkHeHus oT 103bl KCO He mpoBOAWIICS B CBSI3U
C OIpeneIsIoNnIell poIblo KYMYJISITUBHOM JTO3bI ITUCILIA-
THHA B Pa3BUTUM OTOTOKCUYHOCTH. BimsiHue Bo3pacta
HavaJia JIydeBOi Teparuy Ha CPOKU Pa3BUTHSI OTOTOKCHY -
HOCTHU He OBUIO CTaTUCTUIECKHU 3HAYMMBIM (puc. 66).

Cxkosmno3 0bl1 3adukcupoBan y 28 (50,9 %) nauu-
€HTOB, MeJIMaHa BPEMEHH JIO €r0 BBISIBJICHUSI COCTaBUJIa
3,9 roga (puc. 60). Y mauueHToB Mjaniie 7 JeT CKOJIMO03
MaHMGbEeCTUPOBaJ 3HAYMMO T03Xe (MeauaHa — 7 JeT),
YeM y TeX, KTO HavaJl JieueHHre B OoJiee cTapiieM Bo3pacTte
(memmana — 2,3 roma; p = 0,021) (puc. 60). Yactora pas-
BUTHST CKOJIMO3a 3HAYMMO He pa3indajach B 3aBUCUMO-
CTH OT JAO3bI Iy4eBOU Teparnuu (puc. 62).

Ha momenT mocnenHero Haomonenus y 18 (32,7 %)
MaIMEeHTOB COXPaHSUIMCh TTPU3HAKKA XPOHUYECKOM HYTpH -

a
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TUBHOW HEIOCTATOYHOCTH YMEPEHHOM M TSIKEIION cTerie-
Heit. Y 14 (25,5 %) nmanveHTOB ObUIA 3apeTrMCTPUPOBAHbBI
CHUMITTOMBI TTOJIMHENPOTIaTUH, B psijie CIydaeB TpeOOBaB-
e Ha3HAYeHUs CUMIITOMATUYECKOW M TIaTOTeHEeTHYe-
ckoit Teparu. Kpome toro, y 2 (3,6 %) maiimeHTOB HabJTIO-
JAJINCh peiKre, HO KIMHWYECKW 3HAYMMble OTIaJIeHHbBIC
3¢ deKThl, TPEINOJOXKUTEILHO CBSI3aHHBIE C JIy9eBOM
Tepanueii: Katapakta (n = 1) v JerouHblit ¢pudpos (n = 1).

BropuuHbie omyxou

BropuuHble omyxosv ObLIU BBISIBIICHBL Y 6/144 (4,2 %)
nmanueHToB. KymysaTBHaAsE 4acToTa UX pa3sBUTHSI yepe3
6 JeT rTocyie Havajia Tepannu coctaBwia 4,7 % (95 % nose-
putenbHbil nHTepBaa 1,5—11,0) (puc. 7a). B cTpykrype
BTOPUYHBIX HOBOOOpa30BaHUi1 Mpeodaganu 1ud@y3Hbie
IJIMOMBI BBICOKOM cTerneHu 3yokadyecTBeHHoCcTU (TBC3),
BBISIBJIEHHBIE y 3 TTallMeHTOB (puc. 76—e, e—3). TakKe cpe-
M BTOpUYHBIX HOBooOpazoBaHuit LIHC Obuin guarHo-
CTUPOBAHBI IECMOUIHBIN HUOPOMATO3 TBEPIOI MO3TOBOIM
00010uKM (puc. 70, u) U MEHUHTOTEIMAIbHAs MEHUHT U -
oMa, CTeNeHb 3JI0Ka4eCTBEHHOCTH I, COOTBETCTBYIOIINE
KPUTEPUSIM PaJIMOMHAYIIMPOBAHHBIX oItyxojieil. B 1 ciy-
yae BBISIBJICH MaNWLISIPHBINA paK IIMTOBUIHOW >KeJIe3bl
(T1aN1MO0). JurarHo3bl ObLTA TOATBEPKAESHBI MOPGHOJIO-
rudecku B 5/6 ciydasx, y 1 mammenra ¢ auddystoit [BC3
JIMarHo3 ObUT YCTAaHOBJIEH HAa OCHOBAHUU PEHTI€HOJIOTH -
YECKOM KapTUHBI ¥ TUITMIHOTO KITMHUYECKOTO TCUEHMS.

OcHoOBHas KJIMHUYecKast THGOPMAIIKs 10 TTallMeHTaM
C paIvOVHAYIIMPOBAHHBIMU OIYXOJISIMU TIpEICTaBIecHA
B TaOJI. 2.

0

Puc. 6. Kymyaamuenas wacmoma pazeumus opyeux omoaieHHbIX MOKCU4ecKux 3(ghexmos Xumuoay4eeol mepanuu: a — omomoxcuunocmu (n = 55);
0 — ckoauoza (n = 55); 6 — OMOMOKCUMHOCIMU 6 3AGUCUMOCIU OM 803pACMA HAYAAA AYHeBOl mepanuu; e, 0 — CKOAU03d 6 3A8UCUMOCU 0m 003bl (2)

u 6o3pacma Hauana (0) Ay4esoii mepanu

OpurunanbHble ucenepoBanus // Original studies
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Fig. 6. Cumulative incidence of other long-term toxic effects of chemoradiotherapy: a — of ototoxicity (n = 55); 6 — of scoliosis (n = 55); 6 — of ototoxicity
according to age at the start of radiotherapy; ¢, 0 — of scoliosis according to craniospinal irradiation dose (2) and age at the start of radiotherapy (0)

0 8 2 ]

Q

KymynsiTMBHas 4acToTa passuTIS BTOPUYHBIX OMyXOren
Cumulative incidence of secondary tumors

Bpems ot onepauuu, roabl
Time from surgery, years

Puc. 7. Bmopuunvie onyxoau y nayuenmog ¢ Mb epynnvi cmandapmmuoeo pucka (n = 144): a — Kymyaamuenas uacmoma pazgumusi 6MopU4HsIX ONyXoael;
O—u — MacHumHo-pe3oHancHvle momozpammol (T 1-636euwernble u300paicerHus ¢ KOHMPACMHBIM YCUACHUEM, AKCUAAbHAA U (hPOHMANbHASA NPOEKUUU) AU~
enmog ¢ mopuunvimu onyxorsmu L[HC: 6, e — nayuenm Ne [ (IBC3 cmeona eon06noeo mosea); 6, s — nayuenm Ne 2 (I'BC3 weiinoeo omdena chunnozo
MO032a U CMB0AA 201068H020 M0O3ea); 2, 3 — nauuenm No 3 (dugpgysnas I'BC3 cmeona conoeroeo mosea); 0, u — nayuenm Ne 4 (decmouonwiii pubpomamos
meepooil M0320801i 000104KU)

Fig. 7. Secondary tumors in patients with standard-risk medulloblastoma (n = 144): a — cumulative incidence of secondary tumors;, 6—u — MRI scans
(T1-weighted images with contrast enhancement, axial and coronal views) of patients with secondary CNS tumors: 6, e — patient No. 1 (diffuse intrinsic
brainstem glioma); 6, ac — patient No. 2 (diffuse midline glioma of the cervical spinal cord and brainstem); e, 3 — patient No. 3 (diffuse intrinsic brainstem
glioma); 0, u — patient No. 4 (desmoid fibromatosis of the dura mater)
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Oocyxnenne

JlyueBas Tepamusi, ocTtaBasich KpaiiHe BaKHBIM 3Jie-
MeHTOM JieueHusi MbB, npencrasiser coboil oauH U3
HauOoJiee arpeCCUBHBIX M TOKCUYHBIX METOIOB B OCT-
CKOIf OHKOJIOTMH. TeM He MeHee OTKa3 OT ee MpUMeHe-
HUS y manyeHToB ¢ MbB rpynmbl cTaHmapTHOToO pucka
HEeBO3MOXKeH: nornbiTka UcKaounTh KCO y mauueHTOB
¢ Haubosiee OJArONpPUSATHON MOJIEKYJISIPHOW MOATPYIl-
nmoit WNT comnpoBoxngaiack HempueMIeMbIM POCTOM
yycjaa peuMIMBOB U TIpUBEIa K TOCPOYHOMY 3aKPBITHIO
uccaenoBanus [17]. Ilpu 3ToM TMPOrHO3 MpU peLuanBe
MDB ocraetcs KpaiiHe HeOaronpusiTHbIM [18], B cBsA3u
C YeM JIF0ObIe CTPATeTUU Ae3CKATAIM Teparuy JOJKHbI
OCHOBBIBaTbCS MCKIIOYUTEIHLHO Ha HAMECXKHBIX MPOTHO-
CTUYECKUX KPUTEPUSIX M pe3yJbTaTax IPOCIEKTHUBHBIX
WUCCJIEIOBAHUN.

KornutuBHbBIe HapyllleHUs, CBSI3aHHbIE C Teparuei
MB, ocraioTcss KIMHUYECKM 3HAuMMOM IIpOOIEeMOIi.
Benymum dakTopoM nx popmupoanus ssasiercs KCO
[2, 19]. B Hamem uccienoBaHUM CTATUCTUYECKU 3HAUM-
MO€ YXYAIIeHHWE ObLIO OTMEYEHO B JOMEHAX <«I1aMsITh»
U «CITOCOOHOCTb K OOY4YEHUIO», YTO COIIacyeTcsl C JaH-
HBIMH, YKa3bIBaIOIIMMHU Ha MPEUMYIIECTBEHHOE CHHU-
XKEHUE TIaMsITH, CKOPOCTM 00paboTKM WH(POpMaLIMNI
u BHUMaHwus [2, 7, 20, 21]. HecMOTpst Ha yCTaHOBJIEHHYIO
JI0303aBUCHUMOCTb, 3HAYMMbIe KOTHUTUBHbBIC HAPYIIIEHUS
HaOJI0JAI0TCS U TIPU MPUMEHEHUU CTaHIAPTHOM M03bI
KCO (23,4 Ip) [20, 22]. AHanoruyHble HaOIIOACHUS
JNEMOHCTPUPYIOT BBIPaXKEHHOE BJIMSHUE KOTHUTUBHBIX
HapylIeHUI Ha CIOCOOHOCTh K OOYUYEHHIO M KauyeCTBO
KU3HM namueHTos [20, 21].

[Tpu aHanM3e KOTHUTUBHBIX HAPYIIICHUH Y TTAlIUEHTOB
¢ Mb BaxXHO y4YuTBHIBaTb MX MHOTO(AKTOPHYIO TPUPO-
ny. B psime ciiyyaeB M3MEHEHUSI BBICIIMX TMCUXUYECKUX
(byHKIIMI1 BBISIBJISTFOTCS €11ie 0 Havajia JIy4yeBOU TeparnuH,
YTO OTpakaeT BAMSHHUE CaMOM OITyXOJu, Thapoledatuu
U TIEPEHECEHHOTO0 HEeWpOXMPYPTruYeCcKOro BMeEIaTe/lb-
ctBa [19]. Panee ObL10 TTOKA3aHO, YTO XUPYPIUs B 00Ia-
CTU 3aHEH YEPEITHOM SIMKHU, OCJIOXKHEHHAs, B YaCTHOCTH,
CUHAPOMOM MO3KE€YKOBOTO MYTHU3Ma, aCCOLIMUPYETCS
C BBIpaXKEHHBIMU U CTOUKMMU HAPYIIEHUSIMU KOTHUTUB-
HbIX (YHKLMIA, MMOBENEHUS U TPYAHOCTSMM ajanTaluu
[23]. domosHUTENbHBIM (PAaKTOPOM pHCKa BBICTyIIA-
0T HelpoaHaTOMUYECKHUE OCOOCHHOCTH IIOpaXKeHMS
MO3XeuKa, 4YTO TMOATBEPXKIAeTCsS MCCICIOBAHUSIMM,
BBISIBUBIIMMU aCCOLIMALIMM MO3KEUKOBBIX MTOBPEXKICHU I
C HapylIeHUSIMU BHUMaHMS, TaMSITU U UCTIOJTHUTEIbHBIX
¢yHkumii [2, 24, 25].

[TonyyeHHbIE NTaHHBIE TOTYEPKUBAIOT HEOOXOAUMOCTh
CTaHIAPTU3MPOBAHHOIO HEHPOIICUXOJIOTMIECKOTO MOHU-
TOPUHTA C MCIIOJb30BAaHMEM BaJUAWPOBAHHBIX IIIKaJ,
MpoBeaeHUsT 00cIe0BaHul B (DMKCHPOBAHHbBIE BPEMEH-
HbI€ UHTEPBAJIbI U BKJIIOUEHUS MMALMEHTOB B IIPOTrpaMMBbl
rncuxoyiornyeckoit peadbunuranuu [2, 20]. TlunotHbie
HUCCAENOBAHUS JIEMOHCTPUPYIOT 3(P(MEKTUBHOCTh HEM-
POIICUXOJIOTUYECKUX UHTEPBEHLIMI B OTHOIIIEHUN TTaMsi-
TU, BHUMaHMUS, 3pUTEIbHO-TIPOCTPAHCTBEHHBIX (DYHKIIUIA
1 MOTOpMKU [26]. B HaleM ucciaenoBaHUM yXyILIEHWE
B IIEPBYIO OUepeb 3aTParuBaio NaMsTh U yIeOHbIC HaBbI-
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KU, YTO TO3BOJISIET paccMaTpUBaThb MMEHHO 3TU Cpepbl
KOTHUTUBHOTO (DYHKIIMOHUPOBAHUS KaK Haubosee ysi3-
BUMBbIE U TPEOYIOIIME MIPUIICIBHOTO HAOIIOAECHUS U TTO-
TePKKU.

DHIOKPUHHBIC HApYIIEHUS OTHOCITCS K OIHUM
U3 CaMbIX YaCThIX OTHAJECHHBIX TOCJACACTBUI Tepanuu
y manueHToB ¢ Mb rpynmnbl cTaHZapTHOrO pHUCKa, MpuU
9TOM Hepenko (GopMUPYETCST COYETaHHOE TIOpaKeHUe
HECKOJIbKMX OCEl TMMoTaiaMO-TUIopu3apHOil CUCTEMBI.
B Harreit koropre Hanbosee YaCcTO BBISIBISUTUCDH Ne(UITAT
CTT u rumoTtupeo3, Torma Kak HapylleHHUs I10JJOBOTO
Pa3BUTUS U TUTTIOKOPTULIM3M BCTpevaauch pexe. Cxoxue
pe3yabTaThl ObUTM TPOJEMOHCTPUPOBAHBI B KPYITHBIX
MEXIYHAPOIHBIX MCCAECIOBAHUSIX: COMATOTPOITHAS HEI0-
CTaTOYHOCTh mocje JeyeHuss Mb ormedyeHa mpumepHo
y 70—80 % naureHTOB, TUIIOTUPEO3 — ITOYTH Y ITOJIOBUHHBI,
a rMIoroHaausM — y Tpetu [6, 9, 27]. Fraser et al. (2022)
Tak:Ke MOATBEPXKIAIOT, UTO 1aKe MPU COBPEMEHHBIX METO-
Jax paavoTepanuy pucK Tunodu3apHOil HeAO0CTaTOYHO-
CTU OCTaeTCs BBICOKUM, MIPU 3TOM HanboJjiee YI3BUMbIMU
OKa3bIBAIOTCSl COMATOTPOITHAS U TUpeouaHast ocu [11].

HaunbGonbmmm pakTopom pucka pa3BUTHSI SHIOKPUH-
HbIX ocyoxHeHuit ocraercss KCO. Xorsg B nutepaType
OIMCaH J0303aBUCUMBII XapaKTep SHIOKPHUHHBIX Hapy-
LIEHUIA, B HAIlleM MCCJIEIOBAaHUM BBISIBICHBI UHBIE OCO-
OEHHOCTM IMHAMMKU: npu no3e 35,2 [p comarorporHas
HEeIOCTaTOYHOCTh, TUIIOTUPEO3 U HAPYIICHUS MOJOBOIO
pa3BUTUSI BOZHUKAIN CTATUCTUYECKU 3HAYMMO pPaHbIIIe,
yeM nipu go3e 23,4 Ip, oqHaKo uxX KyMyJIaTUBHAs 4YacToTa
B IOJITOCPOYHOM MEPCIEKTUBE 0KA3aJ1aCh COIIOCTABUMOIN.
Takum 00pa3oM, HalllM HAOJIOAEHUS TTOATBEPKAAIOT, UTO
9HAOKPUHHAS TUCHYHKIIUS pa3BUBACTCS Y OOIBIITMHCTBA
nauueHToB ¢ Mb nmaxe npu MCIOJb30BaHUU CTaHAAPT-
Hoii no3b1 KCO (23,4 Ip), KoTopast ICTOpUYECKM paccMa-
TpUBAJIACh KaK BapUaHT IedCKasalluy Tepanuu. B psime
WUCCJIENOBAHUN TaKXe MOKAa3aHO, YTO MJIAALIMA BO3PACT
Ha MOMEHT Teparru MOBBIIIACT PUCK SHIOKPUHHBIX pac-
CTPOWCTB, OJHAKO B HALIIEW KOrOPTE 3Ta 3aKOHOMEPHOCTh
He ToATBepAuIach [28].

HecMoTrpss Ha TO, YTO 3HAOKPMHHAS AUCHYHKIIUS
SIBJIIETCS MpPEACcKa3syeMbIM M XOPOIIO ONMMCAaHHBIM
ocJioxkHeHueM Tepanuu MbB, B Hallleit Koropte HepeakKo
OTMEYAIUCh €€ TUMOAMArHOCTUKA U 3HAaUMMasl 3aJepKKa
B IMMOCTaHOBKE AMarHo3a. Tak, Mpu3HaKu COMaTOTPOITHOM
HEIOCTaTOYHOCTU PETMCTPUPOBAINCEH TpuMepHO y 70 %
MalMeHTOB, OAHAKO AMArHO3 ObUI MOATBEPXKACH CTUMY-
JISIUMOHHBIMU MPOOaMU MEHEe YeM B TTOJIOBMHE CIIy4yaes,
a 3aMeCTUTe/IbHas Teparusi TOPMOHOM POCTa Obla MHM-
LIMMpPOBaHa JMIIb B TpeTu ciayvaeB. [Ipu aToM MenuaHa
BPEMEHM OT TMOSIBJCHUS KIMHUYECKUX IPU3HAKOB O
MOATBEPXKIECHUs MMarHo3a cocTaBWJa okoysio 1,5 roma.
V psima maluMeHTOB OTCYTCTBOBAIU UCXOIHbBIC PE3YJIbTaThl
9HIOKPUHOJIOTUYECKOTO CKPMHUHTIA, UTO TaKXKe 3aTpyi-
HSJI0 OLIEHKY IMHAMUKU. DTU pe3yabTaThl TOAYePKUBAIOT
HEOOXOAUMOCTh CHUCTEMATUYECKOTO0 SHIOKPUHOJIOTHYEC-
CKOT0 KOHTPOJISI B paMKax JOJTOCPOYHOTO HAOTIOACHMS.
MexnyHapoanbsie pekomeHmauuu (PanCare, IGHG,
COG) yka3bIBalOT Ha BaXXHOCTb PETYISIPHON OLIEHKU
TUNoTaNaMoO-TUITO(MU3aApHBLIX U MeprudepudecKnX dHI0-
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KPUHHBIX OCei1, HaUMHasI C IIePBOTo rojia IMocje 3aBepiie-
Hus Tepanuu [10, 29]. Hamum naHHbIe yKa3biBalOT Ha TO,
YTO 3a/epXKKa TUAarHOCTUKM SHAOKPUHHBIX OCJIOXKHEHUI
ocTaeTcsl cepbe3Hoil npoobaeMoil. CBoOeBpEMEHHOE BbISIB-
JIEHWE COMAaTOTPOITHON HEITOCTAaTOYHOCTH, TMITOTHUPEO3a
W HapyIIeHWI MOJOBOM (PYHKIIMU SIBJISIETCST HEOOXOIM -
MBIM YyCJIOBUEM Ui (hOPMUPOBAHUS WHAWBUIYAIbHBIX
MporpaMM 3aMeCTUTEILHOI Teparuu, 00eCTieunBalONINX
ee 0e30macHOCTh U 3(PPEKTUBHOCTh U CITOCOOCTBYIOIINX
YIIYYIICHUIO KaueCTBa XKU3HU MallMeHTOB.

CBoeBpeMeHHast 3aMeCTUTEIbHAs TepaItisi TOPMOHOM
pocTa SBJSIETCSI BaXKHBIM 3JIEMEHTOM peabuIuTaIuu
MalMeHTOB C COMATOTPOITHON HeNOCTaTOYHOCThIO. PaHee
BBICKA3bIBAJIMUCh OITACEHUSI OTHOCHUTEIBHO €€ ITOTeH-
IIMaJIbHO OHKOJIOTMYECKON He0e30MacHOCTU, OJHAKO
KOHceHcycHast pabota Boguszewski et al. mokaszana, 4to
MpUMeHEeHNe PeKOMOMHAHTHOTO TOPMOHA POCTa Yy IMaru-
€HTOB HE CBS3aHO C TIOBBIIICHHBIM PHCKOM DPEIMAMBa,
BTOPUYHBIX HEOIJIa3uil WJIM CMEPTHOCTU OT paka [12].
Hasnauyenue Ttepanuu npu BepudDULIMPOBAHHOM AehU-
IIUTe TOPMOHA POCTa MOXKET pPacCMaTPUBATBHCS CITYCTSI
1 rom mociie 3aBeplIeHUs JEUYEHUS OHKOJOTUYECKOTO
3a0ojeBaHus. Y JeTell, MepekMBIIUX OHKOJOTMYECKOE
3a00JieBaHNE€ B paHHEM BO3pacTe, C XPOHUYECKUM CTa-
TyCOM CTaOuau3auuu 3a00JeBaHUs 11€J1eCO00pPa3HOCTh
JIeYeHUsT TOPMOHOM POCTa M CPOKM €T0 Hayaja JOJIKHBI
OBITH 00CYXAEeHbI ¢ OHKOJIorom [30].

OTOTOKCUYHOCTD TaKXKe SIBJISIETCSI OMHUM M3 Hambo-
Jlee 3HaYMMBIX OCJIOXHEHUWI Tepanuu MB, cyiiecTBeH-
HO BJIMSISI Ha Ka4eCTBO KM3HM, KOTHUTUBHOE Pa3BUTHE
u obydeHue. Kak mokazaHO B MHOTOYMCJIEHHBIX HCCJIe-
JIOBAaHMSIX, €€ PUCK OIpeNesIsieTCs] B TEPBYIO OYepelb
KyMYJISITUBHOM 10301 LMCIIaTUHA, Toraa Kak poib KCO
OCTaeTCs BTOPUYHOM U CBsI3aHa INIaBHBIM 00OPa3oM C 1030-
BOU Harpy3Koi Ha CTPYKTYpbl BHYTpEHHETo yxa. B Haliei
KOTOpTe YacToTa KIMHWYECKM 3HAYMMOM TYTrOyXOCTH
okasajach Humxke, dyeM B wucciaenoBaHnun HIT-SIOP-
PNET4, roe Tskenas motepsl ciayxa perMcTpupoBaiach
MpUMEPHO y TpeTu naiueHToB [31]. Pasnuuusi, BeposiTHO,
B OOJIbIIIEN CTENEHM CBSI3aHBI C OCOOCHHOCTSIMU ayauO-
JIOTUYECKOTO MOHMTOPMHTA B PEalbHOW KIMHUYECKOM
MPaKTUKe, KOTOPBIIA HEPEIKO MPOBOIUTCSI HEPETYISIPHO
M HE OXBaThIBae€T BCEX ITAIIMEHTOB, YTO ITOAYEPKUBACT
HEOOXOIMMOCTD €T0 CTaHIapTU3AIUN.

[lepcrieKTUBHBIM ~ HampaBIeHUEM  TPOGUIAKTUKHI
OTOTOKCMYHOCTU OCTalOTCS (PapMaKOJIOrMYecKrue MeTO-
JIbI: B paHIoMM3upoBaHHOM uccienoBanun COG Hatpus
THOCYTh(hAT TIOYTH BIBOE CHWKAJI 4YacTOTYy IIMCILIA-
TUH-UHIYLIMPOBaHHOM Tyroyxoctu [32]. Takum o6pa3om,
BBICOKAsl 4acTOTa M KJIMHWYECKasl 3HAYMMOCTb OTOTOK-
CUYHOCTHU TPeOYyIOT CTaHIAPTU3ALMU ayJIMOJIOTUIECKOTO
MOHMTOPWHTA, ONTHUMU3AIIMUA JO30BBIX HAarpy3oK Ha
CTPYKTYPBI BHYTPEHHETO yxa M BHEApeHUsT hapMaKoJIo-
TUYECKUX METOJ0B MPOMUIAKTUKMY.

CKo0JIM03 SIBJISIETCS 9acThIM TTO3MHUM OCJIOKHEHHEM
tepanmuu MbB, dopmupyromuMesi CrycTs roabl Iocie
3aBepuieHus1 jJedyeHus. B uccnemoBanum Paulino et al.
15-71eTHSIS KyMYJISITUBHASI 4acTOTa Pa3BUTHSI CKOJIMO3a
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nocturana ~35 %, c HaubobIUM prcKoM 1pu 103e KCO
> 34 Ip 1 y maeHTOB ¢ HEBPOJOTUYECKUM ACDULIMTOM
[33]. B Hamieit koropte 4yactota AMArHOCTUKMU CKOJIU-
03a oKaszajach elle BbIlle, OJHAKO AUAarHOo3 CTaBUJICS
KJIMHUYECKHU, 03 CUCTEeMaTUYeCKOro OpTOMEAUYECKOro
HaOJIONEeHUsS M WHCTPYMEHTAIbHOTO MOATBEPKIACHUS.
DTO MOXET NMPUBOIUTH KaK K HEJOOILIEHKE JIETKUX (hopM
nedopMalu, Tak U K TUIIEPAUarHOCTUKE, YTO CHIKAET
3(HEKTUBHOCTh peadbUINTaLU, TOCKOJbKY BBIOOD TaK-
TUKU TpeOyeT OOBEKTUBHON OLIEHKMW CTereHu aedopMa-
LMY TTO3BOHOYHUKA.

Ckonno3 sBJsieTcsl MyJbTU(MAKTOPHBIM  OCJIOXHE-
HUEM: €r0 pa3BUTHE CBSI3aHO HE TOJILKO C HapyllIeHU-
€M pocTa TeJl MO3BOHKOB BCJIEICTBUE OOJyYyeHUs, HO
U C HEBPOJOTUYECKUM NeDUIIMTOM, MBIIIEYHON ci1abo-
CThIO U JUTUTEJIbHOI MMMOOUIn3auueii. B Haleit koropte
y MalMeHTOB MJIaAIIEro Bo3pacTa aecdopMalius MaHU-
decTrpoBaga 3HAUYUTEJIBHO IO3XE, YTO IMOAYEPKUBACT
HEOOXOAUMOCTb IIJIUTEILHOTO MOHMTOPHMHIA JaHHOTO
ocioxHeHus1. CoBpeMeHHbIe JaHHbIE YKa3bIBalOT Ha TO,
yto npotroHHoe KCO ¢ maasgimmum Bo3aeiicTBUEM Ha Tejia
Mo3BOHKOB (vertebral-body-sparing) crmocobHa CHUXaTh
puck pa3Butus nedopmanuu [34]. BkioyeHune oprorie-
JIMYECKOr0 MOHUTOPMHIA B OJTOCPOYHBIE MPOTPaMMBbI
HaO0JTI0IeHUST 32 BBLKUBIIIMMU IeThbMU ¢ M B cooTBeTCTBYET
MexayHapoaHbiM pekoMeHmaiusM (PanCareFollowUp)
M TI03BOJISIET CBOCBPEMEHHO BBISBIISITH TTAIIMEHTOB, HYX-
JAIOIINXCS B pea0IIMTAIIMOHHBIX M XMPYPTMUECKUX BMe-
1I1aTeIbCTBAX.

IMomumo Hanboslee N3yYEeHHBIX KOTHUTUBHBIX, SHIO-
KPUHHBIX M CEHCOPHBIX HApYIICHUI Y YaCTH MallMeHTOB
OTMEYaloTCsl MeHee creuubudeckre, HO KIMHUYECKU
3HaYMMbIe OCJOXHEHUs. B Hameld Koropre Mpu3HaKU
HYTPUTUBHON HEMNOCTAaTOYHOCTU COXPAHSJIUCh Y TPETU
MaleHTOB Ha MOMEHT ITOCJIeIHErO HAOIIOCHUS, 2 CUM-
MTOMBI TIOJJMHEUpPONIaTUM — Y YETBEPTU. DTH HaHHbBIE
COIJIacyIOTCSI C JIMTepaTypoil, TIae IOoAYEepPKUBAIOTCS
ObICTpOe YXyOUIEHUE HYTPUTUBHOTO CTaTyca BO BpeMs
Teparnuyd W CTOMKOCTb CEHCOMOTOPHBIX HapyIlIeHUI,
aCCOIMMPOBAHHBIX C ITUCIIATUHOM M BUHKPUCTUHOM
[35]. B enHUYHBIX cilydasix ObLIM BBISIBICHBI KaTapakTa
U JIETOYHBIN (h1OPO3, YTO MOATBEPXKIAET HEOOXONUMOCTh
JUTATEILHOTO Y KOMITJIEKCHOTO HaOJIIOJCHMS 3a TallMeH-
TaMmu TocJje jedeHuss M b, BKiTtouyaloiero MOHUTOPUHT He
TOJBKO HauboJjiee pacrpocTpaHeHHbIX (DdeKToB Tepa-
MU, HO WM OPTaHOB M TKaHEH, MOTEHIMAIbHO TOIBEP-
JKEHHBIX pPagvualliOHHOMY W XMMHUOTEpaIreBTUYECKOMY
TOBPEXICHUIO.

XOTS1 BTOPUYHBIE OMYXOJW Pa3BUBAIOTCS Yy OTHOCH-
TeJIbHO HEOOJIBIION HOIM MalKeHTOB (00bIYHO ¥ 3—6 %
B TeyeHue 10 JieT), UMEHHO OHM MPEICTABISIOT COOO0I
HauboJiee cCepbe3HOE OTAAIEHHOE OCIOXHEHUE Teparuu
MBb [5, 36]. B nHameit koropTe MX 4acToTa oKa3zajach
COITOCTaBUMOI C ONMYyOJMKOBAaHHBIMU JaHHBIMU, TIPU
9ToM mpeobnananu onyxonau LITHC, Bkitouass pannonH-
nyuupoBaHHble auddysHbie 'BC3, meamaHa BbIXKMBa-
€MOCTH TIPY KOTOPBIX BO BCEX CEPUSIX ONMYOIMKOBAHHBIX
HabmoneHuit He TipeBbliaeT 1 rom. IepMmuHaibHBIE

OpurunanbHble ucenepoBanus // Original studies
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MyTallluU, aCCOLMUPOBAHHBIE C CHHIPOMAaMU Mpeapacrio-
JIOXKEHHOCTHU K OITYXOJIEBBIM 3a00JIeBaHUSIM (CUHAPOMBI
lTopnmuna, JIu—®paymeHu, CceMeHHOTO aJeHOMaTOo3-
HOTO TIOJIUI03a), y HAIlMX IMAallMeHTOB HE BBISIBJICHBI,
YTO MO3BOJISIET paccMaTpUBaTh STU CAydyau KakK paauo-
WHAYUMpPOBaHHbIE. Bce Bblllle M3710XXEHHOE IMOMAYEpPKU-
BaeT HEOOXOIMMOCTb IJIUTEIBHOTO OHKOJOTHYECKOTo
HaOJIOIeHUS, BKJIIOYAIOIIETO B 00513aT€IbHOM MOPSIIKE
peryJsipHoe MpoBeeHe MAaTHUTHO-PE30HAHCHOM TOMO-
rpacduu HHC v CKpUHUHT IIIMTOBUIHOM XKeIe3bl.

3akioueHue

XuMuonydeBasl Tepanus TainueHToB ¢ Mb rpynmbl
CTaHAAPTHOrO pUCKa HEM30eKHO COIPOBOXIACTCS pas-
BUTHEM CITeKTpa OTHAJEHHBIX OCJIOXHEHUM, BKJIIOUYalO-
IIUX KOTHUTHMBHBIE, SHAOKPUHHBIC, OTOTOKCHUYECKUE,
opToIeauYecKre U Ipyrve HapylieHMs. BoJbIIMHCTBO
3TUX COCTOSIHWI, HECMOTPST Ha UX BBIPAXKEHHOCTb, MOTYT
OBITh CBOEBPEMEHHO BBISIBIEHBI U 3((HEKTUBHO KOHTPO-
JIMPOBAThCsI, YTO TO3BOJISIET MPEAOTBPaTUTh 3HAYUMOE
CHMIKEHME KauyecTBa XKM3HU MalleHTOB.
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OCHOBHBIMU LieAsIMU Tepanuu MbB moskHbI ocTa-
BaTbCsl JOCTHXKEHHUE W3JIeUeHUs U TIpeaoTBpalleHue
peunauBa 3abojieBaHUSI, KOTOPLIM B OOJBLIMHCTBE
cliyyaeB uMeeT aTtajibHoe TeueHue. HeompaBmaHHas
JeacKajgalus JieueHus, He TMOJKpeIIeHHas HaleXHbI-
MU TIPOTHOCTMYECKMMHU MapKepaMMu U pe3yjbTaTaMu
MPOCHEKTUBHBIX UCCAEAOBAHW, HEIOMYCTUMA U MOXET
MPUBECTU K YXYILIEHUIO pe3yabTatoB JedeHus. [lpu
9TOM BHEIpPEHUE CUCTEeMaTUUYECKOro MOHUTOpPUHTIa
MO3IHUX OCJIOKHEHU I Tepanuu, UCITOJb30BaHUE COBpE-
MEHHBIX TEXHOJIOTU I CHUXKEHUSI TOKCUYHOCTU (BKJIIOYast
YCOBEPIIEHCTBOBAHHbIE METObI paguoTepanuu u gap-
MaKOMpOTEKIINIO), a TaKxKe pa3BUTHE MPOrpaMM MeIu-
LIMHCKOM 1 TICUXO0JIOTUYECKON peaduIMTallii CIIOCOOHBI
CYLIECTBEHHO IMOBBICUTh KAYECTBO KMU3HU BBIKMBIINX
MalMeHTOB.

Takum o0pa3oM, Mpo¢UIaKTUKAa MO3IHUX TOKCHU-
yeckux 3¢h@GeKToB, CBOEBPEMEHHOE U JIOJTOCPOUYHOE
HaOJIOAeHe, a TakXke KOppeKIWs YyTpauyeHHbBIX WU
JneduLmMTapHbIX QYHKIUA JOKHBI pacCMaTPpUBAThCS Kak
HeoTbeMJIeMast YacThb BeJeHMS naiureHToB ¢ Mb.
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CoBpeMeHHble NOAXOAbI K NIeYeHUI0 J-TanacceMun: oT nepenuBanus
KpoBY [0 reHHOM Tepanuu

E.H. Jloarymmna, O.C. KonreBa, A.W. I1lakuposa, K.B. Jlemnk, T.A. BeikoBa, JI.C. 3yb6aposckas, A.JI. Kynarun

Hayuno-uccaedosamenvckuii uHcmumym 0emcKoi OHK0A0UU, eeMamonoeuy u mpancnaiaumonoauu umenu P.M. lopoaueesoii
DI'bOY BO «Ilepsviit Cankm-Ilemepbypeckuii 2ocydapcmeeniblii MeOuyurcKuil yuusepcumem umenu axkademuxa U.I1. Ilagrosa»
Munszdpasa Poccuu; Poccus, 197022, Cankm-Ilemep6ype, ya. Jlvea Toacmoeo, 6—8

Konrakrable nannbie: Examepuna Huxonaesna Joseywuna dr.dolgushinaen@gmail.com

bema-manaccemus — nacaedcmeenHoe 3abonesanue, 00ycA064eHHOE NAMOEHHLIMU eapuanmamu é eeHe HBB, komopwie eedym
K HapyuleHuro cunmesa f3-uyeneii en00una, npugoosuwemy K Hed(p@eKxmugHoMy 3pumponodsy, pa3eumuro MUKpOUUMApHOL eunoXpomHOLl
aHeMuu U KOMNAEKCY CUCMEMHbIX 0CAOJCHeHull. B cmamove paccmompenvl cospemenHble cmpamecuu mepanuu 3mo20 COCMOSHUSL.
Adexeamunas eemompanc@y3uoHHas no00epIcKa 8 cOHemanuy ¢ pecyasapHoll XeAamopHoi mepanuei mpaouyuoHHO 0CIMaemcsi 0CHOBOU
cmandapmnozo Aeuenus. B coepemennoli npakmuxe makce npUMeHAIOMCs opyeue Memoobl KOHCePEAmuUeHol mepanuu, Hanpumep,
HanpaeeHHvle HA UHOYKUUIO (DemanvHo2o 2emo2i00una, CMUuMyAAyur0 3pumponod3a u opyeue 36eHbs Namoeenesd. AnN0eeHHas
MPAHCNAAHMAYUS 2eMONOIMUMECKUX CMBOA0BLIX KAeMOK 00 HedagHe20 6peMeHu SGAANACh eOUHCMBEHHbIM MemOoOOM, CHOCOOHbIM
obecheuums noaxoe uznedenue f-manaccemuu, 0OHAKO ee NpUMeHeHue 0ePaHU4eHo J0CHYRHOCHbIO NOAHOCMbIO COBMECIUMO20 O0HOPA
U pUCKAMU MPAHCHAGHMAUUOHHBIX OCAONUCHEHUIL, 8 MOM HUCAE BbICOKUL PUCK HENPUICUBACHUS MPAHCHAAHMAMA NPU OAHHOU NAMoA02UU,
DPeakyuu «mpaHcnAaHmam npomue xo3suna». Paseumue eennoii mepanuu, HanpagaeHHoll Ha 60CCMAHO6AeHUe cUnmMe3a f-en00uHa uu
UHOYKYUIO IKCnpeccuu (hemanvhoco 2emo2i00una, OmKpbleaem NepcneKmugsl QYHKYUOHANbHO20 u3iedeHus 0e3 HeodXxodumocmu
8bINOAHEHUSL A/NN02EHHOL MPAHCNAAGHMAUUU 2eMONOIMUHECKUX CMBOA0BbIX KACMOK, MO Npeodonesaem MHo2ue ee 02PAHuYeHUs, 8 mom
yucne omeymemeue OnMUManbHo20 00HOPA, PeaKuu «mpaHcniAGHmMam nPpomue Xo3auna» U ommopxyceHue mpancnianmama. B 063ope
npedcmaener aHaiu3 Cyuecmeyiouux Memooos AeHeHust, Ux 02PAHUMeHUil U 603MOICHOCMEl KAUHUHECK020 NPUMEHEHUS. 2eHHOU mepanuu
npu f-manaccemuu.

KmoueBble ciioBa: B-rasacceMust, TpaHCIIAHTALIMSI TEMOTIO3TUUECKUX CTBOJIOBBIX KJIETOK, XeJIaTOpHAs Tepariusi, TeHHas! Teparusi,
JICHTUBUpPYCHAsI TeHeThYecKas MoauduKalys, pelakrupoBaHue reHoma, petaabHblii reMorioounH, aHxaHcep BCLI1A

Jna murupoBanusa. [onrymumna E.H., KomreBa O.C., Illakuposa A.U., Jlenuk K.B., BeikoBa TA., 3y6aposckas JI.C.,
Kynarun A.Jl. CoBpeMeHHBIE MOAXOIbI K JIEYEHNIO OeTa-TajlacCeMMU: OT MepeIuBaHus KPOBM 0 TeHHOU Tepanuu. Poccuiickumii
JKypHaJI IETCKOM reMaToorun u oHkojoruu. 2025;12(4):56—67.
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Modern therapeutic approaches for p-thalassemia: from blood transfusion to gene therapy

E.N. Dolgushina, O.S. Kopteva, A.1. Shakirova, K.V. Lepik, T.A. Bykova, L.S. Zubarovskaya, A.D. Kulagin
Raisa Gorbacheva Memorial Research Institute of Children Oncology, Hematology and Transplantation, First Pavlov State Medical
University of Saint Petersburg, Ministry of Health of Russia; 6—8 Lev Tolstoy St., Saint Petersburg, 197022, Russia

Beta-thalassemia is a hereditary disorder caused by pathogenic variants in the HBB gene that lead to impaired synthesis of p-globin chains,
resulting in ineffective erythropoiesis, development of microcytic hypochromic anemia, and a complex of systemic complications. This article
reviews current therapeutic strategies for this condition. Adequate transfusion support combined with regular chelation therapy remains the
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cornerstone of standard treatment. In current practice, other methods of conservative therapy are also used, such as those targeting fetal
hemoglobin induction, stimulation of erythropoiesis, and other pathogenetic mechanisms. Allogeneic hematopoietic stem cell transplantation
was until recently the only method capable of providing a complete cure for f-thalassemia. However, its application is limited by the availability
of a fully compatible donor and the risks of transplantation complications, including a high risk of graft failure in this disease and graft-versus-
host disease. The development of gene therapy aimed at restoring [f-globin synthesis or inducing fetal hemoglobin expression offers prospects
Jor functional cure without the need for allogeneic hematopoietic stem cell transplantation, overcoming many of its limitations, including the
lack of an optimal donor, graft-versus-host disease, and graft rejection. This review provides an analysis of existing treatment methods, their
limitations, and the potential for clinical application of gene therapy in [-thalassemia.

Key words: B-thalassemia, hematopoietic stem cell transplantation, chelation therapy, gene therapy, lentiviral genetic modification,
genome editing, fetal hemoglobin, BCL11A enhancer
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BBenenue

Bera-TamacceMnst — 3TO TeMOINIOOMHOIIATHS YaIle
BCErO C ayTOCOMHO-PELIECCUBHBIM TUIIOM HacJIeIOBaHUS,
0o0ycJI0BJIeHHAs1 TAaTOreHHbIMU BapuaHTamMu reHa HBB.
TpanuimonHo B-tanaccemus O6bu1a 60J1€€ pacIpoCTpaHeHa
B Adpuke, Unouu, CpeauzemHomopbe, FOro-BocrouHoit
Asun n Ha bmkaem Boctoke. OnmHako 13-3a MUTpald
00JIe3Hb BCTpeYaeTcsd M B APYIMX PErrMoHaX, BKIIIOUYas
EBpony m Poccuiickyro @eneparo (P®) [1]. Bo BceMm
Mupe okoiio 1,5 % mioneid sIBJISIIOTCST HOCUTEISIMUA MyTa-
LW, acCCOIMMPOBAHHBIX C [-Tasaccemueit. B cTpaHax,
rpaHnJammx ¢ PO mim pacIionokeHHBIX reorpadpuiecKu
OJIM3KO, PacIPOCTPAaHEHHOCTh HOCHUTEIBCTBA MYTAIIWIA,
aCCOIMMPOBAHHBIX C TajlacCeMUEl, TakKe 3HAYNUTEIHHO
Bapeupyer. Tak, B Asep0Oaiijkane oHa coctaBiseT 4—5 %,
B Apmenun — 2 %, B Ipysuun — 3 %. HaumonHanbHbIiA
PETHCTp, OTPaKAIOIIWII WCTUHHOE YMCIIO ITallMCHTOB
¢ B-tanaccemueii B PO, orcyrcByeT. Exxeronto B PO opu-
eHTUPOBOYHO poxpaiorcs 30 meTeil ¢ TsKeJloi hopMoit
B-tamaccemuu, 3Ta mmdpa Hanboee YacTo YIIOMUHAETCS
CIIeUAIMCTAMM, TP 3TOM, MCXOMIs M3 HaHHBIX BceMmp-
HO opranm3anuu 3apaBooxpaHeHust (BO3) o Bcrpeuae-

MocTu B-Tasaccemuu B EBporie, pacueTHOe 4KMCI0O HOBO-
POXIEHHBIX C TSKeIbIMUA (opMamu 3aboneBaHus B PO
MOXeT cocTaBisATh okojio 200 ciydaeB B ron [2]. Takxke
CYIIECTBYIOT TIPUMEPHBIC PacueThl, YKa3bIBAIOIIE Ha TO,
yto 10 1 % HaceneHUs] MOTYT UMETh pa3iudHbie (POPMbI
Tajmaccemun [3].

B HOpME B X01€ BHYTPHYTPOOHOTO Pa3BUTHS, B TICPH-
on ¢ 12-i1 o 24-10 Hemelo, MPaKTUIECKN BeCh TeMOTJIO-
oun (Hb) moma mpencrasnen deranbueiMm Hb (HBF),
OeNIKoBas 4YacTh KOTOPOTO COCTOMT M3 2 ITOJMIETITUIHBIX
a-tierieit u 2 y-ueneit rmoouHa (a2y2). [Mocne poxxaeHust
HbF 3amemaercs Ha Hb B3pocioro uemoBeka (HDbA)
U K 6-My Mecsly cocraBisser MeHee 2—3 % oT o0l1iero
kommyectBa Hb [4]. BenkoBag yacte HbA mpencraBiseT
C000Ii TeTpaMepHYIO MOJIEKYJTY, COCTOSIIIIYIO M3 2 a-1IeTIeit
u 2 B-ueneii rmoduHa (02B2). Myrauuu B rene HBB npu-
BOIAT K TIOJTHOMY OTCYTCTBMIO WJIM CHIDKEHHMIO CHHTE3a
B-uemneii. B pe3ynsraTe U30BITOK HECTAPEHHBIX O-LEMENH,
a TakKe HEpacCTBOPMMBIX T'€MHXPOMOB B 3PUTPOMITHBIX
KJIeTKaX, OKWCIMTEIbHBIN CTpecc MPUBOMIT K IIPEXKICB-
peMEHHOI THOEeIM IIPeAIIeCTBEHHUKOB SPUTPOIIMTOB,
TTOBPEXKICHNIO MEeMOpaHbI 3pEIbIX SPUTPOIIUTOB U BHY-

0630pbI nuTepatypbl // Literature reviews

(3]
~



0630pbI nuTepatypbl // Literature reviews

& roccmickui xypHAN

POAOr [ETCKOW FEMATOJIOMAW u OHKONOMAW // Russian Journal of Pediatric Hematology and Oncology

TpucocynucroMy remonusy [5]. Ilpu Tskenwsix dhopmax
B-TamacceMun 3pUTPOIIOd3 HedhMEKTUBEH, MOCKOIbKY
3HaYMMasl 9acThb 3PUTPOMIHBIX TIPEAIIECTBEHHUKOB He
CO3pEeBAaET JIO CTAIUU 3PEJIbIX SPUTPOLIMTOB.

CoBpeMeHHas Kiaccudukarus noapasaeisieT Tajac-
CEMHUIO Ha 2 OCHOBHBIE TPYMITBI — TPaHC(Y3MOHHO 3aBH-
CHUMYIO M TpaHC(HY3MOHHO He3aBUCHUMYIO. B 3Ty Tpymiibl
BXOMIST KaK o-TajacCeMusi, TaK M [(-TaJlacCeMMsI, B TOM
YuUcie ayTOCOMHO-JIOMUHAHTHas (hopMa, Wiu B-Tajiacce-
MUU C COMYTCTBYIOIMMU aHOManusaMu Hb. KinuHuuecku
B-Tasaccemusi moapasaessieTcss Ha OOJIbIIYI0, TTPOMe-
KYTOUHYIO U Majlyio (pOopMBbI B 3aBUCUMOCTHU OT TSKECTH
KJIMHUYECKUX TIPOSIBJICHUI U TTOTPEOHOCTH B TEepeIrBa-
HUSIX KPOBU — OT PETYJIIPHBIX TpaHC(hY3Uii 3PUTPOLIMTOB
JI0 GECCUMITTOMHOTO HOCUTEJbCTBA.

DeHOTUN M KIIMHUYECKUE TTPOSIBJICHUsI 3a00J1eBaHUS
3aBUCST OT BaphaHTa MyTalluM P-ueneil riodouHa (B*,
B* nmu B°) u cTeneHn mucOanaHca MEXIY o- U B-LemsIMU
mobuHa. Mytaiuu [ BKJIIOYAIOT MaTOTEHHbIE Bapu-
aHTBI, KOTOPbIE BBI3BIBAIOT JIUIIb HE3HAYUTEJIbHOE CHM-
>KEHUEe CHHTe3a Lenu B-riioouHa. Mytaiuu B+ cBSI3aHbI
¢ 3a0oJieBaHMEM CpEIHEil CTENeHM TSKECTH, TOTra Kak
npu MmyTanusx [’ MpomayKuus B-Lierneil rioduHa IoJ-
HOCTBIO OTCYTCTBYET, UTO acCOLIMMPOBAHO C Haubosee
TSDKEJTBIM TedeHWeM 3abojieBaHus [6]. BapmaHTBI reHo-
THUIIa MOXXHO CTPYIIITUPOBATh ClieayomuM oopasom: B0/,
/B, BT/BT, /BT, BT/BTT m BT/BTT. Tax, y romosuror-
HbIX HocuTenel PO-TasacceMnn, CTpaJalolnX TSKETOoN
aHemueit, B3pociasa ¢opma HbA orcyrctByer, a HbF
coctapnsger 92—95 % obmero konuyectBa Hb. ¥V romo-
3UTOTHBIX HOCUTENE B*-TatacceMun U HOCUTEJEN TeHe-
TUYeCKUX KoMmbuHanwmii B*/B° ypoBenb HbA cocrasisier
10—30 %, a HbF — 70—90 % [7].

Hamuume maTOreHHBIX BapMaHTOB,  CIIOCOOHBIX
yMEeHbIIaTh JOUcOajaHC lemneil TJo0MHa, MPUBOAUT
K OOJIeTYCHUIO KIMHUYECKOTO TeYeHUs 3a00JieBaHUSI.
Tak, HampuMep, coyeTaHWe TOMO3UTOTHBIX WJIM KamIla-
VHI-TETePO3UTOTHBIX MYyTalluid Mo 2 ajensM B*-tanac-
CEMHUM C TIaTOTeHHBIMM BapMaHTaMH, XapaKTePHBIMU
JUISL 0-TaJlacCCeMUU, SIBJIIeTCS (DAKTOPOM, CHMIKAIOIIMM
nucbataHc o- 1 B-1eneit moduHa, 4To MPUBOIUT K OoJiee
Jilerkoit hopme 3abosneBaHus. Apyrumu pakTopamu, Cro-
COOHBIMU YJIYYITUTH (DEHOTUII, SIBJISIIOTCS TeHETUYECKIe
JIETePMUHAHTHI, TTOBBIIIAIOIINE BHIPAOOTKY Y-1IETIeid TJI0-
OuHa, acCOLIMMPOBAHHBIE C COXPaHEHHEM 3KCIIPECCUU
HbF y B3pocasix (HPFH, HacnenctBeHHOE mepcucTupo-
BaHue HbF) [8]. [lepeuncienHsbie (hakTopbl 1axke B coye-
TaHWU ¢ ajutesiMu B0-TalacceMuy TIPUBOIST K TTPOMEKY -
TOUYHOI hopme B-Tamaccemuu. Kpome Toro, CyiiecTByroT
BapyaHThI, KOTOPBIC YCYTYOJISIIOT TeUeHUe 3a00JIeBaHUSI.
K HMM OTHOCATCS TPUIUIMKALIUST WM TeTparIMKaIlus
reHa o-IJI0OMHa, KOTOPhle YCUIMBAIOT TUcOaTaHC B CTO-
POHY TTOBBIIIIEHHOT'O CMHTE3a i-1IETIeii, YTO MOXKET YCYTY-
OUTH TSKECTh T€TEPO3UTOTHOIO COCTOSTHUS TIPH B-Tajac-
cemun. OnKcaHbl TAaKXe PeAKUe MyTalliK, IIPUBOISIINE
K CMHTe3y KpaliHe HeCTaOWIbHBIX BADUAHTOB -TJI00MHA,
KOTOpBIE TIEPEXOISIT B HEPACTBOPUMYIO (hOPMY B TIpEIIIIe-
CTBEHHUKAaX 3PUTPOILIUTOB U MOTYT OBITh CBSI3aHBI C TTPO-
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MEXYTOYHOI TajacCeMUel y TeTepo3UroT (TOMUHAHTHas
TaJacceMus WM pe3yJbraT MyTaluu de novo) [6, 9].

OCHOBHBIM TIPOSIBJICHUEM [-TaJlaCCEMUU  SIBIISICTCS
MMKpOIIMTAapHasT TUITOXPOMHAsI aHeMUsI KaK OCHOBHOE
caencTere Hea(hEKTUBHOTO 3pUTPOII033a. Pesyibsrarom
aKTUBAllMM KOMIIEHCATOPHBIX MEXaHU3MOB SIBJISTIOTCS
TUTIEPIUIa3us KOCTHOTO MO3Ta, MPUBOISINAsT K XapaKTep-
HBIM KOCTHBIM aHOMaJIMSM U 3aJepXKe pOCTa, a TaKxkKe
aKTUBAIIMSI BHEKOCTHOMO3IOBOTO KPOBETBOPEHMSI C pa3-
BUTHEM TelaTocIIcCHOMeTaInuu. PeryisipHble TepennBa-
HUSI KOMITOHEHTOB KPOBH, COAEpKAIIMX 3PUTPOLIMTHI,
TIPUBOISAT K BTOPUYHOM ITeperpy3Ke KeJle30M, B pe3yiibTa-
Te KOTOPOI MAllMEeHThI CTPAnaloT OT 9HIOKPUHHBIX HApYy-
IIICHWI, CEpAeYHOM M TI€YEHOYHOM HEIOCTAaTOYHOCTH,
B TSDKEJIBIX Cydasix BO3HUKaeT (uopo3Has TpaHchopma-
1M1 BOBJICUEHHBIX OPTaHOB M TKaHei. Tokcudeckast Kap-
IMOMUOITIATHS SIBJISIETCS TIpUInHOM cMmeptr 71 % maum-
eHTOB ¢ 6osb1I0# hopMoli Tataccemud [ 10]. PeryaspHbie
reMoTpaHcdy3um sSBISOTCS (AaKTOPOM pHCKa BO3HUK-
HoBeHus1 BUY-uHbekmyu U BUPYCHBIX renatutoB [11].
BHyTpuCOCYIMCTBIIf TEMOJIN3 acCCOIMUPOBAH C Pa3BUTH-
€M BEHO3HOTO TpoM003a (PUCK 3HAUYNUTETHHO BHIIIIE TTOCIIE
CIIEHOKTOMUM), INTHA3a U JIETOYHOM TunepTeH3uu. Ene
OIIHUM OCJIOKHEHUEM SIBJISIETCSI OCTEOIOPO3, pa3BUTHE
KOTOPOTO TECHO CBSI3aHO KaK C TMIepIuIa3ueii KOCTHOTO
MO3Ta, TaK 1 C PSIIOM SHIOKPUHHBIX HApyIIEHU, BOZHU-
KaIOLIMX MIPH f-TaJacCeMUHU.

bes neuenus OGonbluas (opma B-TasacceMuu TMpem-
cTaBIsieT  coboil  Tporpeccupymolnee  3abosieBaHue
¢ yBeJIMYeHUEM TpaHC(Y3MOHHOI 3aBUCUMOCTH 10 Mepe
B3pOCJICHUSI, TPUBOIIIEH K pPa3IMYHBIM OpPraHHBIM
MOpaXeHWsIM M TSOKEJIOM WHBanumu3anuu. duama3zoH
MPOIOJIKUTEIBHOCTH KU3HM, TI0 JaHHBIM JIMTepaTypHhl,
coctasysgeT oT 3—12 go 20—30 net 6e3 neuenus [10, 12].
Briaromapst xenatopHoil Tepanuu IPOJIOKUTEIbHOCTh
KU3HMA TAIlMEHTOB 3HAYMUTEIbHO YBeJIMYMiIach. Tak,
C. Borgna-Pignatti et al. Ha oOCHOBaHMM JaHHBIX
7 UTAJIbSTHCKUX LIEHTPOB COOOIIAIOT, YTO 68 % malmeHToB
noxupatoT go 35 nget [12]. OngHako B Hallleil MpakTUKe
WMEJIMCh CIy9an B CeMETHOM aHaMHe3e, KOrja, HeCMO-
TPsI Ha PeTYJIsIpHBIC TpaHC(hY3UU B COITPOBOKICHUU XeJla-
TOPHOI Tepanuu, OOJIbHBIC IETH TTOTUOAIN, HEe TOCTHUTAsT
Bo3pacTta 12 net.

B Hacrosiiiee BpeMs CyIIECTBYET PsII METOIOB Jieue-
HUST TaJlaCCeMUM, HO KaXXIblil U3 HUX MMEeT HeIOCTaTK!
U orpaHuyeHus1. B aTom 0030pe Mbl paCCMOTPUM OCHOB-
HbIE TepareBTUYECKUE TTOIXOIbI, KOTOPbIe B HACTOSIIIIEE
BpeMsI MCITOJIB3YIOTCSI M pa3pabaThiBalOTCs [UTS TTAlIMEeH-
TOB C B-TaJlacCEMUEHA.

IlepenuBanue KpoBu

TpanuuMoHHBIN U HanboJiee TOCTYITHBIN METO Jieye-
HUs [B-TajacCeMUU OCHOBaH Ha PETYJISIPHBIX TpaHChy-
3USIX KOMIIOHEHTOB KPOBHU, BKJIIOYAIOIIUX 3PUTPOIMTHI.
AnexkBaTHasi TpaHC(hY3MOHHAs TOMJAEPXKKa IOAaBIsIeT
Hea(hOEKTUBHBIN 3PUTPOIIO033 U KOHTPOJIUPYET MOCIETY-
IOIIIMe CBSI3aHHbIE C HUM MaTOreHEeTUYECKUE MEXaHU3MBI.
IlepenuBaHus crnemyeT TMPOBOAUTH Kaxiable 2—4 Hen,
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noaaepxxuBasi ypoBeHb Hb mepen TpaHchys3ueil Bblie
90—105 r/n. JlaHHBI pEeXUM CITIOCOOCTBYET HOPMallb-
HOMY POCTY, oOecrneuyrBaeT HOPMaJIbHYIO (bU3NYECKYIO
AKTUBHOCTb, aJeKBaTHO IOJABJISIET BHEKOCTHOMO3TOBOE
KPOBETBOPEHME Y OOJIBIIMHCTBA TAIIMEHTOB W CBOIMT
K MUHMMYMY TpaHCc(hY3MOHHOE HaKOIUIEHHe XeJesa
[5]. bonee Bbicokuii 1eneBoil ypoBeHb Hb mo TpaHc-
dy3un, cocrapustronmii 110—120 1/71, LelrecoodpaseH
IJIST MAlMEeHTOB C 3a00JieBaHUSIMU Cepalla, KIMHUYE-
CKM 3HAYMMBIM 3KCTPaMEIYJISIPHBIM KpPOBETBOPEHUEM
MpHY HEBO3MOXKHOCTU €T0 TOaBJIeHUs Ha 00jiee HU3KHUX
ypoBHsix Hb [13]. KoHnuenTpauuss Hb mocie nepennna-
HUS J0JKHA OBITh HIKe 140—150 r/im. Beicokast yactoTa
reMoTpaHcdy3uii cBsI3aHa ¢ YBEJIMYECHUEM pUCKa repeaa-
4y HDEKIMHA, alTouMMyHM3atmei. Jtst kaxkaoro naiu-
€HTa PEKOMEHIYEeTCs BECTH YIeT aHTUTEN K PUTPOIIUTAM,
peaxkuuii Ha TeMOTpaHCPY3UU U €XXEerOIHON MOTPEeOHOCTU
B TiepeiMBaHuM KpoBu. K coxaneHuio, B peaJlbHbIX KJTH-
HUYECKMX YCIoBUsAX B P®D coxpaHsieTcs psim mpobiieM,
TaKMUX KaK HEJOCTYITHOCTb JJAOOPATOPHOTO METOa OIpe-
JIEJICHUST aHTUTENT K 9PUTPOIIMTaM, HeXBaTKa JOHOPCKOM
KPOBU M TOCTYITHOCTh CPOYHOM remorpaHcdy3uu. [nas-
Has mpobjieMa — OTCYTCTBUE aleKBaTHOTO TpaHCchy3u-
OHHOTO peXMMa B peaJbHON KIMHUYECKON MpPaKTUKE,
B paMKax KOTOpPOM MallMeHTaM TIPOBOAST TpaHC(hY3UIO
SPUTPOLIMTAPHON B3BECH NMPU NOCTHKeHMU ypoBHsT Hb
Huke 70—80 r/m.

AIeKBaTHBII peXXKUM TeMOTPaHC (Y3 IBIISIETCS XOPO-
[IMM CUMIITOMAaTHYECKIM METOIOM JICUEHHSI 1 COBMECTHO
C aJIcKBaTHBIM XeJIaTUPOBAaHKMEM 3KeJle3a MOXET MPOIUTh
KU3Hb HEKOTOPBIM TalueHTaM. [Ipu 3Tom Takas Tepa-
MU He SBJSIeTCS U3JIeYMBAIOILE U ¢ TeUeHUEM BpeMEHU
MOXKET CTAHOBUTBCS TOTIOJIHUTEIbHOW TPUYNHOM TSIKeE-
JIO WHBaJWAM3AlIMU BCJEACTBHE TSKEJION Ieperpy3Ku
KeJe30M, aFIOUMMYHM3allMd W pUCKa TeMOTpPaHCMUC-
CHBHBIX MH(EKIIHIA.

XeJaTupoBaHue Xxeje3a

VnaneHue wu30bITKa »eje3a SBASIETCS KOMITOHEH-
TOM JIEYCHUST TP TIOCTOSTHHBIX TIEPETMBAHUSIX KPOBH.
B opranmusme 4esoBeKa OTCYTCTBYIOT (DUM3UOJIOTMUYECKUE
MEXaHU3MbI BbIBEICHUS Xejle3a. B cBA3M ¢ 3TUM mapeH-
TepaJIbHOE IMOCTYIICHUE XKeyie3a ObICTPO MPUBOIUT K Pa3-
BUTHIO TIeperpy3ku. [lepenuTasi KpoBb COACPKUT OKOJIO
200—250 mr kejne3a Ha eIUHUIY TeMOKOMIIOHeHTa [14].
Ero u30bITOK HakaruiMBaeTcsl B cepilie, MeYeHru 1 opra-
HaX SHIOKPWHHOM CHUCTEMbI M TOKCHYEH TP COIepIKa-
HUM Bbllie 12—24 r obuiero keje3a B opraHusme [15].
OlieHKa Teperpy3kyd OpraHmM3Ma KeJae30M OCYILECTBIISI-
€TCSl Ha OCHOBAaHWM YPOBHSI CBIBOPOTOYHOTO (heppUTHHA
M JJAaHHBIX MATHUTHO-PE30HAHCHOM TOMOTrpaduu B pexku-
Me T2* meyeHu, cepaua v Xeje3 BHYTPEHHE! CeKpeluu,
B yacTHoctu rumnopusa. [lokazaHueM K XeaaTOpPHOU
Teparnuu sSIBJISIETCS TTOBBIIIEHNE YPOBHSI CHIBOPOTOYHOTO
(epputrna Beite 1000 HI/MIJI WU YKUCTIO MEepeTMBaHUI
ooustee 10 emHUIL KOMITOHEHTOB KpoBH [ 13, 15]. B mexmy-
HapOIHON KIMHUYECKOW MPaKTHUKe MPUMEHSIeTCsT 3 TIpe-
napara XeJaaTopHoO# Tepanuu: aedepasupokc, nedepok-
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caMuH 1 neceputipod [16]. dedepa3snpoKc UCITOIb3yeTCs
B Ka4eCTBe TepaIiiuy NepBOM JIMHUM KaK T TpaHChy3U-
OHHO 3aBHCUMOM, TaK W UIsI TpaHC(HY3MOHHO HE3aBU-
CUMOI1 TajacceMUM U TMpUHUMAaETCs TepopaibHo [17].
JledbepokcaMUH TakxKe MOXKET MCITOJIb30BaThCs B TIePBOIi
JIMHUW, HO BBOJUTCSI MapeHTepalbHO, SIBIISICTCS TIperia-
paToM BBIOOpA IMPU TSKEJION Teperpyske Xeje3oM WiIu
HEOTJIOXKHBIX COCTOSTHUSIX. JlehepuIipoH HCIOIb3yeTCs
B TIEPBOI JIMHUM TIPH TUTOXO# ITePEHOCUMOCTH WJIA Head-
(eKTUBHOCTH APYTUX XeJaTOPOB, Hanbosee a3hdeKkTuBeH
Mpu 3a00JIeBaHMSIX CEpIlla, BBI3BAHHBIX IT€PErpy3KOi
xene3a, ogHako B PD B HaCTOSIIMI MOMEHT He 3aperu-
CTpUpPOBaH. AJleKBaTHasl XeJlaTOpHasl Tepanusi CHUXaeT
PUCKU TSDKENBIX TTOCIEACTBUNM TreMoTpaHcdy3uil, HO,
1O CYTH, SIBJISIETCS JIMIIb COIPOBOAWTEIBHON Tepamueit
K BeIylIeMy KOHCEpBAaTUBHOMY METO/TY JIedYeHUsI [3-Tajiac-
cemuu [18]. [Ins1 OCTUKEHUST OXKUAAEMOTO pe3yJibTaTta OT
XeJaTUPOBAHUST HEOOXOAMMBI HEIPEPBhIBHOE TTOyYeHUE
MperapaToB MallMeHTaM1 U UX JIMIHAsT BBICOKAs TIPUBEP-
>KEHHOCTD K TepaItvu.

CiieHaKTOMUSA

CIUIEHOKTOMMS  TTO3BOJISIET CHM3WUTHh IMOTPEOHOCTH
B TeMOTpaHC(GhY3USIX M YMEHBIIUTh pPACIpPOCTpaHEHUE
SKCTpaMenyJUIIPHOTO KpoBeTBopeHus . Orepaiyst peKo-
MEHIyeTCsl, KOorja eXeromHash HeoOXOAMMOCTb B IIepe-
JIMBAaHUU KpoBM YyBenuuuBaeTcss no 200—220 mu spu-
TPOIIUTOB/KT W OoJiee TIpu 3HaYeHUU remaTokputa 70 %.
IMepen omneparueii TpeOyeTcsl BAaKIIMHALIMST TIPOTUB TTHEB-
MOKOKKOBOI MH(MEKIINU, a Y IeTeil ecTh pUCK Pa3BUTHS
MTOCTCIICHOKTOMMYECKOTO CETICHCa, IIO3TOMY MPOLIEAYPY
He TIpoBOIAT IeTsaM Mianmre 6 yet [19]. JaHHBI MeToxn
Tepanuy KMCIIOJIB3YeTCS 10 CTPOTUM ITOKa3aHUsM, TakK
KaK MOXET MMETb TSDKeNble IMOCISICTBUSI B BUIE BBICO-
KOTO pUCKa BEHO3HOTO WJIM apTepuaIbHOTO TpoM0o3a,
JIETOYHOI TUMEePTEH3UHU, HO TJIaBHBIM 1 CAMBIM TSKEJTbIM
OCJIO)KHEHMEM OCTaeTCsl MOJIHUEHOCHBIH cercuc [20, 21].

Muaykuus ¢eTaabHOrO reMorIoouHa

IMoBbimeHHas skcnpeccusi HbF (a2y2) mpu p-Ta-
JJacCeMUM  CIIOCOOCTBYET YMEHBIIEHHUIO aucOanaHca
Lenei IJTOOMHA, TaK KakK Y-IJIOOMHOBBIC IIEMU MOTYT
KOMIIEHCUPOBAaTh CHUXXEHUE KOJIWYEeCTBA [-TJI0O0MHO-
BBIX LieTeil. Y HEKOTOPBIX JIIOAEH 3TO MPOUCXOAUT U3-3a
MyTallii MpoMoTOpa y-TJI00MHa WU NeJeUil B KJacTepe
reHoB PB-rimobuHa [22]. CHuXeHHe ypOBHSI CBOOOIHBIX
a-1ernei MPUBOAUT K YMEHBIIIEHUIO TeMOJIU3a U YJTydlle-
HUIO dpuUTporios3a. Haubosee 10CTymHBIM U HETOPOTUM
npenapartoMm cpeard uHaykTopoB HbF saBnsercs ruapok-
cukap6amua. [ToMuMo CTUMYISILIMKA CUHTE3a Y-IJIOOMHA
TUAPOKCUKApOaMU MOXET OKa3bIBaTh BIMSHUE Ha YCU-
JIEHVe CHHTe3a B-T0o0KMHa y MalMeHTOB C COXpaHEHUEM
BO3MOXHOCTH 3Kcrpeccun TeHa HBB [6]. CucteMHBII
aHaMu3 27 KJIMHUYECKUX WCCAEAOBaAaHUN TMPUMEHEHUS
TUApOKCHKapOaMuaa ToKa3adl 3HayuTeIbHOE CHIXKe-
HUe MOTpPeOHOCTH B remMoTpaHCdy3uu (0OOIIMIl OTBET —
0,65 (95 % nmoseputenbHblii uHTEepBan (JAN) 0,53—0,76),
o6t xopomuit otBeT — 0,37) y MalMEeHTOB C reMo-
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TpaHC(hY3MOHHO 3aBUCUMOI B-TasiacceMueil. Y mauueH-
TOB C TeMOTpaHC(hY3MOHHO HE3aBUCHMOI TajlacceMueit
Tepanus TUAPOKCUKapOaMUIOM KOppeIrMpoBajaa co 3Ha-
gyuMBbIM TIOBBIIIeHMEM Hb (ob6mmit orBer — 0,53 (95 %
AN 0,41-0,65), obmmit xopommii orBer — 0,20 (95 %
AN 0,08—0,35)). HefirporieHUs1 U JIEKOTEHUST SIBJISIIOT-
cs HamboJjiee pacIpOCTpaHEHHBIMU HeXelaTeTbHBIMU
abdekramu [23]. JaHHBIIA TepaneBTUYECKUI METOI He
SIBJISIETCST M3JICUYMBAIOIIMM, a JIMIIb CHIKAET TpaHChy3U-

OHHYIO HArpy3Ky.

BoccTaHoBiieHue 3puTpono3s3a

Jlycnatepuent — peKOMOMHAHTHBIM TUOPUIHBIN
0esloK, coAepXKaluuii MOIUMUIMPOBAHHBIM BHEKJIE-
TOUYHBIA JOMEH 4YeJOBEYECKOro pelenTopa akTUBUHA
tuna IIB, cBsa3aHHbI ¢ dparmeHToM Fc-momeHa 4yeno-
Beyeckoro mMmyHoryiooyanHa Gl, KOTOphIii CBsI3bIBa-
eTCs C OIpeAeJICHHbIMU JIMTaHAaMU CylepceMeicTBa
TpaHchopMmupytolero dakropa pocra . CBs3blBaHUE,
B CBOIO 0Yepe/ib, MPUBOIUT K CHUXKEHUIO CUTHATU3ALUU
SMAD2/3 mn obecrieurBacT CO3pEeBaHUE 3SPUTPOIINTOB
[24]. IpemapaT omobpeH B PP my1s mpuMeHeHUs y B3pOC-
JIBIX MAMEHTOB ¢ TpaHC(hY3MOHHO 3aBMCUMOI B-Tayiac-
ceMueil Ha OCHOBaHUU AaHHBIX uccienoBaHus 11 daszel
BELIEVE (NCT02604433), KoTOpoe ITOKa3aji0 CHIKE-
HUe reMOTpaHC(hY3MOHHON HArpy3KH, IO KpaliHel Mepe,
Ha 33 % OT NCXOTHOTO YPOBHS B TeueHUe 13—24 Hen wim
KoJuyecTBa TpaHcdy3uil, 1o KpailiHelr Mepe, Ha 2 eau-
HUILIbI SPUTPOLIUTOB B TEUYEHUE ITOTO MHTEPBaJIa B TPYII-
e JycrnaTeplernTa Mo CpaBHEHUIO C TPYIION Iaredo
(21,4 % mpotus 4,5 %; p < 0,001). B TeueHme o600
12-HenebHOTO MHTEpBaAIA MO MALUEHTOB, Y KOTOPBIX
HaOJIIOAJIOCh CHIDKEHUE TpaHC(hY3MOHHON Harpy3kKu He
MeHee yeM Ha 33 %, Obljia BBIIIE B TPYIIIE JIycHaTepIiel-
Ta, 9yeM B rpymirre 1miame6o (70,5 % mpotus 29,5 %), Kak
W J0JIsl TeX, Y KOro HabJIoJaioch CHUXXKEHUE He MeHee
yeMm Ha 50 % (40,2 % nporus 6,3 %). HexenartenbHble
SIBJICHUSI B BUE TIPEeXOIsieil 00U B KOCTSIX, apTPaJITUH,
TOJIOBOKPYKEHMSI, TUTIEPTOHUU U TUTIEPYPUKEMUU ObLTU
OoJiee pacIpoCTpaHeHbI IPU MTpreMe JIycraTeplienTa, YeM
mrane6o [25, 26].

B HacTtosiiee BpeMsi MpOBOIUTCS PSIIl UCCAENOBaHUI
JIPYTUX TepareBTUYECKUX METOIOB, HaNpaBJICHHBIX Ha
peryJsiuMio MeTabosM3Ma Xejie3a MyTeM BO3IeUCTBUS
Ha TeNCUIWH, BAUSHUE Ha Hed(h(MEKTUBHBINA SPUTPOIIO-
93 myteM nHruouponanust JAK2, unaykiuu HbF myrem
runometunupoBanus JHK.

AJIOreHHasi TPAHCIUIAHTALMS TeMOMO3TUYECKHX CTBO-
JIOBBIX KJIETOK

Ha ceronHsiiHWii AeHb a/ulOreHHas TpaHCILIaHTa-
11T TEMOTTOATUYECKUX CTBOOBBIX KiIeToK (ajno-TI'CK)
SIBJISIETCSl €AMHCTBEHHBIM TOCTYITHBIM MOJHOCTBIO M3JIe-
YHBAIOIIMM METOIOM Tepanuu (-TajJacceMuu U IUPOKO
HCITOJIb3YyeTCsl MO BceMy MUPY. DPGHEKTUBHOCTh allJlo-
TIrCK y mamueHToB ¢ TpaHC(PY3UMOHHO 3aBUCUMOM
B-Taslaccemueil cBsg3aHa ¢ BOCCTAHOBJIEHHUEM CITOCOOHO-
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CTU BbIpabaThiBaTh HOpMajibHbIE HbA. AHanu3 JaHHBIX
EBporeiickoro o0miecTBa TpaHCIUIAHTAllUM KOCTHOTO
mo3ra (EBMT) o 1493 naumeHTtax c¢ 6omibuioit dop-
MOI TaJlaCCEMUM, TPAHCIUIAHTUPOBAHHBIX B TIEPUOI
¢ 2000 o 2010 ., mokasast, 4yTo 2-JeTHsIS1 0011asT BbIKU-
BaemocTh (OB) u 6eccobbiTuitHas BeKMBaeMocTh (bCB)
coctaBmsuii 88 + 1 % u 81 £ 1 % coorBercTBeHHO [27].
Amto-TI'CK Bcerna HaunHaeTCsl ¢ BbIOOpa MOAXOISIIETO
JIOHOPa, HaMbOoJIee TTPEIITOYTUTETLHBIM SIBJISIETCS TIOJTHO-
CTBIO COBMECTUMBII POICTBEHHBIN TOHOP (CHOJIWHT), TIPU
€ro OTCYTCTBUM paccMaTpHMBAETCS TIOJHOCTBIO COBME-
cTuMbIil HepoacTBeHHbIN goHOop (10/10 mo HLA-cucre-
Me), B TTOCJICIHIO OYepeab — YaCTUIHO COBMECTUMBIA
(9/10 mo HLA-cucteme) HEpOACTBEHHBIM  WJIN
rarouJeHTUYHbIE JTOHOpHI (4ame Bcero 5/10 mo
HLA-cucreme — poauresu).

IIpoGnema, ¢ KOTOpO# CTaJlKuMBaeTCsl HauOoJblliee
YUCJIO TIAIIMEHTOB, — OTCYTCTBUE ITOJIHOCTHIO COBME-
CcTUMOTO JoHOpa. Bo BpeMs moncka moHOpa B MEXIyHa-
POIIHOM PETHCTPE, KOTOPHIA 10 HAIlleMy OITBITY MOXKET
3aHMMAaTh 10 6 Mec, MalMeHT MPOAOoKaeT ObITh TPAHC-
(by3MOHHO 3aBUCUMBIM M K MOMEHTY TpaHCIUIAHTAIIMU
MOXET ITOIOMTH B OoJiee TsKesloM cocTosiHuu. Elire pexe
y TalMeHTa €CTh TOJHOCTbIO COBMECTUMbBI CHUOJIMHT
(Opat wnau cectpa), Oojiee TOro, OHU 4YacTo SIBJSIIOTCS
HOCHUTEJISIMA [-TajlacCeMUM, KaK M TalIOMJACHTUYHbBIE
POIUTENHN, OJHAKO B YCIOBUSIX OTCYTCTBUSI HEPOACTBEH-
HOTO JIOHOpa HOCHUTEIN 3a00JIeBaHUSI MOTYT OBITh TOHO-
paMu.

CospemMeHHble TeHneHmn ayto-TI'CK npwm pB-tanac-
CEMMM BKJTIOYAIOT MCITOJIb30BaHWE OTHOCUTEJIBLHO MeHee
TOKCUYHOTO MMEI0a0JaTMBHOTO peXXMMa KOHIWUIIMOHU-
poOBaHMSI Ha OCHOBE TpeocyibthaHa, KOTOPHI IOJKEH
obecrieyrBaTh HaNEXKHOE TIPYIKUBICHUE TpaHCIUIaH-
TaTa 3a CYET MPEONOJICHUS aJJIOMMMYHU3allMd M Mac-
CHBHBIX OYaroB BHEKOCTHOMO3TOBOTO KPOBETBOPEHMS
1, KaK CJIeICTBYE, BEHICOKOTO PHCKa HENTPYXKUBJICHUS WU
OTTOPKEHUS TpaHcILaHTaTa. C 3TOi XKe 1eJIbIo B ITOCIe -
Hee BpeMsI MCITOJIb3YIOTCS IMPOTOKOJIBI eCEHCUOMTU3M -
pyIoleli MpeATpaHCIUIaHTAlIMOHHOM Tepaliy Ha OCHOBE
(rynapabrHa B KOMOMHALIMY C IPYTUMU UIMMYHOCYIIPEC-
CHUBHBIMU TIperapaTamu. s mpodWiakTUKU OCTpoit
peakiiMy «TpaHCIIaHTaT MpoTUB Xo3simHa» (PTIIX),
KOTOpasi TOTEHIIMAJIbHO MOXET IPUBECTU K TSKEJIOn
WHBAJIMIN3AlUM, KpailHe HM3KOMY KadyeCTBY KW3HU
M B HEKOTOPBIX CITyYasiX — K CMEPTH B MOJIOJIOM BO3pacTe,
B HACTOSIIIIMA MOMEHT HanboJee IMMPOKO MCTIOJIb3YIOTCS
PEXUMBI ¢ BKJIIOYEHUEM WHTUOMTOPOB KaJIbIIMHEBPUHA
B KOMOMHAITMY C TTIOCTTPaHCIIaHTAIIMOHHBIM ITMKII0(hOC-
damugoM, MukogeHomaTa MOEeTUIOM, METOTPEKCATOM,
B HEKOTOPBIX CITydasix C T00aBICHUEM TJTIOKOKOPTUKOCTE-
pounos [28]. MeroTcst JaHHBIE, YTO BKJIIOYeHUE abarta-
LIenTa B CTAaHAAPTHBINA PeXXUM MPOMUIAKTUKA TTPUBOIUAT
K CHMXKEHUIO YaCTOTHI BO3HUKHOBEHUST TSDKEJI0M OCTpOit
PTIIX [29].

B peTpocreKTMBHOM MCCIeAOBAaHUM TOKCUIHOCTH
PEeXUMOB KOHAULIMOHUpoBaHus nepen auio-TT'CK obutu
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NpoaHaIU3UpPOBaHbl 772 MauueHTa ¢ [-TajacceMuei,
3aperucTpupoBaHHbIX B 0aze gaHHbIXx EBMT. [To naHHBIM
3TOTO MCCJIC0BaHUsI, OCHOBHBIMU TIPUYMHAMU CMEPTHU
nocie ayuio-TT'CK aenstorcsa undexkuuu, PTITX 1 otTop-
>xeHue TpaHcruianTaTa [30]. [TokaszaTenn BBKMBaeMOCTH
nocturator 6osee 90 %, ecmm amuo-TI'CK mpoBomutcs
Yy MalMeHTOB 10 BOBHUKHOBEHUS OCJIOXXKHEHUI, CBSI3aH-
HBIX C YaCTBIMHA TeMOTPAHCOY3USIMU SPUTPOLIUTOB, TAKNX
Kak Teperpyska eje3oM, aJlJIOMMMYyHM3alus, MoOoy-
Hble 3(h¢EKTH XeJTaTOPHON Tepanmnyu W WHOEKIIMOHHEIC
ocnoxHenus [31]. IMoatomy nepen amio-TI'CK BaxHO
OLIEHUTb PUCK Ucxoaa Tepanuu 1o Ilesapo (mo Jlykapen-
JI1 — y AeTeid), TT0 KOTOPOMY TallMeHTOB Pa3ie/sTioT Ha
3 KJlacca Ha OCHOBE CTETICHU TrermaToMerajnu, Mo Halv-
YUIO0 MOPTaJIbHOTO (UOPO3a M KavyecTBY XeIaTMPOBAHUS
(peryasipHOro Wiu HeperyisipHoro) (tao6u. 1). Y maum-
EHTOB 1-ro M 2-ro KjaccoB HET CYIIECTBEHHON pa3HU-
sl B OB, xoTtopas cocraBisieT 85—95 %. ¥V manueHTOB
3-ro kiacca mnokazateniu bCB u OB cocraBnsitor
70,3 £ 6,06 % 1 78,3 £ 5,5 % COOTBETCTBEHHO, a Y 00JIb-
HbIX 3-TO KJ1acca Bbicokoro pucka S5-jetHsast BCB u OB —
23,93+ 6,88 % 139,01 7,96 % coorBercTBeHHO [32, 33].
[Ipn >TOoM NpUMEHEHME peXMMa KOHIWIIMOHWPOBAHMS
Ha OCHOBe TpeocyJ/ibhaHa cHuxkaeT pasauuns B OB mexay
1-M/2-M 1 3-M kiaccamu [34].

Taomua 1. Ouenxa gpaxmopos, éausrowux na ucxoo arro-TICK [32]

Table 1. Assessment of factors affecting the outcome of allogeneic hematopoietic
stem cell transplantation [32]

T'enaTomeranaus
> 2 cM U3-1I01 Kpast
pedepHoii ayru

Hamrune
NOPTAJIBHOTO
¢udpo3a neyeHu
Presence of portal

Heperynspnas
XeJIaTOpHAs
Tepanus
Irregular

Hepatomegaly
> 2 cm below the

costal margin fibrosis of the liver | chelation therapy
1-i Her Her Her
& No No No
2-it (2us 3
daxropoB) Het/na Het/na Het/na
2 (2 out of No/yes No/yes No/yes
3 factors)
3-ii Ha Ha Ma
e Yes Yes Yes
3-i1 kJlace

BBICOKOTO
pucka
Class 3 high
risk

|

Bospact > 7 et u rematomeranus > 5 cm
Age > 7 years and hepatomegaly > 5 cm

B Hameit mpakTuke He OBbIJIO HM OIHOTO TAlMEHTA,
KOTOPOTO MOXHO OTHECTHM K 1-My Kiaccy mepen ajuio-
TICK, T. e. 6e3 ocjoXHEHMII TeMOTpaHC(HY3MOHHOI
Tepanuu, eciv MpUOaBUTh K 3TOMY OTCYTCTBHE OITH-
MaJIbHOTO JoHOpa, To Kaxnas auio-TI'CK mpu B-tanac-
CEMUM, C OTHOW CTOPOHBI, — €IMHCTBEHHBIN MTOJHOCTHIO
WM3JIeYNBAIONINI METOJI TEPATTNU, C IPYTOi — PUCK Heba-
TOMPUSITHOTO MCXO/Ia, MHOT/IA TSKEJIOM MHBATMAN3AINN,
B JIYYIIIeM cJiydae psiia OCJIOXHEHWI, KOTOpble HEO0XO0-
JIMMO TIPEOIOJIeTh Ha MYTH K BhI3NOpOBIeHUIO. [ToTeH -
aJbHOE pEIIeHUEe 3TUX MPOoOJIeM — MPUMEHEHWe TeHHOI
Tepanuu, KOTopas MpeoaosieBaeT MHOTUE OTpaHUYCHUS
auo-TI'CK, B ToM uyuciie OTCYyTCTBME ONTUMAaIbHOTO
noHopa, PTIIX u oTTopXeHue TpaHCIUIaHTaTa.
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CoBpeMeHHbIe OAX0/IbI T€HHOI Tepanuu -TajJacceMuu

IToHuMaHMe CTPYKTYphI KiacTepa B-MoJ00HbBIX IJ10-
OMHOBBIX I'€HOB YejoBeKa Ha xpomocome 11pl5 u pery-
JISILMUA  TIePEKJTIOUeHUST IKCIPECCUU €ero dJIEeMEHTOB,
B yacTHocTu reHoB HBG I, HBG2 v HBB, B xo1e pa3Bu-
THUSI YeJIOBeKa TNPUBEJIO K Pa3BUTHUIO HOBBIX ITOJIXOJIOB
TeHHOI Tepanuy Ha OCHOBE ayTOJOTMYHOW TpaHCILJIaH-
TalluM TE€HETHMYECKN MOIMMUIIMPOBAHHBIX T'eMOITO3TH-
yeckux cTBOJOBbIX KieTok (I'CK). OmobpeHHble mist
KJIMHUYECKOTO MPMMEHEHUs MpernapaThl TeHHOM Tepa-
MUY B-TajacceMUM Ha CETOMHSIIHUI JeHb BKIIIOYAIOT
B ce0s KieTouHble MpoaykThl Ha ocHoBe I'CK ¢ Takumu
MoaudUKaIMsIMU TeHOMa, KaK BCTpanBaHUE 3I0POBOM
Kornuu reHa HBB ¢ MoMOIIbIo BUPYCHBIX CUCTEM JIOCTaB-
KM, pelaKTUPOBaHWE TeHOMa C MCIOJIb30BaHUEM IPO-
rpaMMUPYEMbIX HYKJI€a3 sl peaKTUBALIMU DKCIIPECCUU
HbF (puc. 1).

Puc. 1. OcHosuble 3apecucmpuposartbie no0xXoobl 2eHHOU mepanuu 045
newenuss f-manaccemuu. Pucynok cos3dan npu nomowu npunoxceHus
BioRender (app.biorender.com)

Fig. 1. Major gene therapy approaches registered for the treatment
of p-thalassemia. Figure created with (app.biorender.com)

ITenetnyeckas Moaucbukauusgs ['CK Moxer OBbITh
00ycI0BJIEHa TTEPEHOCOM 310POBOI KOMWU reHa (-TJIo-
6uHa (HBB) ¢ MOMOIIbIO PETPOBUPYCHBIX WU JICHTU-
BUPYCHBIX ccTeM AocTaBku. Hanbosee paHHue paboOThI
B 9TOIl 00JacTU Kacaauch pa3pabOTKU PETPOBUPYCHOTO
nepeHoca Konupytolei yactu reHa B-rimoduna B 'CK.
KceHoreHHast TpaHCIIAaHTAIMSI TAKUX KJIETOK JIETaTbHO
00JIydeHHBIM MBIIIaM TIPUBOAMIIA K BOCCTaHOBJIEHUIO
KJIETOYHOCTM KOCTHOIO MO3ra C reHepauuei B-riaoou-
Ha 4eJioBeKa, HO Ha HU3KoM ypoBHe [35]. JloGaBieHue
B KOHCTPYKT DPETPOBHUpYCAa KOPOBBIX 3jieMeHTOB HS2,
HS3 u HS4 nokyca LCR (locus control region), urpato-
IIUX KJIIOYEBYIO POJIb B KOHTPOJIE TPAHCKPUIIIIUU B-T10-
JIOOHBIX TJIOOMHOBBIX T€HOB, TPUBEIO K YIYYIICHUIO
pe3yJbTaTOB U CTaJ0 OCHOBOI IS MOCTeAYIolIel pa3pa-
0OTKM ¥ ONITUMHU3ALMU KOHCTPYKTOB TS epeHoca HBB
B 'CK mocpeacTBoM caMOMHAKTUBUPYIOIIMXCS JIEHTU -
BUPYCHBIX BeKTOpoB (JIB), obnagaromiux yaydiieHHbIM
npoduiaeM 6GesomacHoctu [36—38]. Tak, pe3yabTaThl
JMOKJIMHUYECKUX McIbITanuii JIB mepBoro mokosieHUsI
TNS9.3.55, Konupyrolero 1emnb -r1o0MHa JUKOTOo TUIa
MOJ KOHTPOJEM HaTUBHOro mpomotopa HBB, a Takxke
anemeHnTsl HS2, HS3 u HS4 nponemoHcTpupoBaiu Kop-
PEKILIMIO aHEMUM y MBIIIEH ¢ B-TajlacceMueil U yBelIu-
yeHue Hb, mocratouHoe s nepexona K KIMHUYECKUM
ucciienoBaHusim [39].
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Hns nepBoro nauveHta JIB TNS9.3.55 6bu1 pomnoJ-
HUTeJIbHO MoauduuupoBaH. OH UMea MoAupUKALUIO
B obsactu U3 3'LTR i co3maHusi cCaMOWMHAKTUBU-
pyromerocss BekTopa. OH KOAMpOBaJl MYTUPOBaHHBIN
B3pociblil B-TmobuH (BAT7Q) ¢ aHTHMCEpTOBUIHOKITE-
TOYHBIMU CBOMCTBaAMM, COACPKAJI IO 2 KOIUU SIApa Xpo-
MaTuHoBoro uHcyasitopa cHS4 B pernone U3 giuHHOrO
TepMUHAJIBLHOTO TMOBTOpPA, a TakKe HEKOTOphIE ApYyrue
Momudukanmun M O HasBaH LentiGlobin HPV569
[40]. TMTocne MuenoabiaTUBHOIO KOHIULIMOHUPOBAHUS
U BBeleHUs kjaeTouHoro npoaykra CD34" I'CK koct-
HOTO MO3Tra CO CPEIHUM KOJIMYECTBOM KON TpaHCTeHa
(VCN) 0,6 Ha TeHOM ITallMEHT CTaJl HE3aBUCHMBIM OT
MepeJuBaHusl B TeUEHHWE Tofa Iocje TpaHCIUTaHTaluu
U OCTaBajCcs TaKOBBIM 10 33-To Mecsla HaOJIoAeHUS.
[Tpu aTOM y Hero ObLT 3aUKCHUPOBAH TOMEOCTATUUECKUIA
KJIOHAJIbHBII TeMOTI033 C MHTErpalueil BEKTopa B JJOKY-
ce HMGA2 [41]. B manpHelieM ObLTO MHULIMMPOBAHO
MHOTOIIEHTPOBOE MEXIYHAPOIHOE HEPAHIOMU3UPOBAH -
Hoe KiMHW4Yeckoe ucnbitanue I/I1 aToro xirerouHoro
MpoayKTa IMojJ Ha3zBaHMeM betibeglogen autotemcel (beti-
cel), cnoHcupyemoe bluebird bio [42]. OHo ObLIO TpOBE-
JIEHO ¢ MCITOJIb30BaHWeM ITpon3BogHoro or HPV569 JIB
LentiGlobin® BB305, KoTopblil OTIMYAJICS OTCYTCTBUEM
saaep xpoMaTuHoBoro uHeyastopa cHS4. Takas monu-
(pukanms BekTopa OblIa aCCOLMUPOBAHA C YBETUYEHUEM
tutpa JIB, noBbiieHHEM 3(h(PEeKTUBHOCTU TPAHCIYKIIUU
CD34"-k1eToK 1 CHUXKEHUEM COOBITUI HeXXelaTeTbHOTO
crnaiicunra [40]. Pe3yabraTsl MCOIBITAHMS TTOKA3aIHU, 4YTO
15 13 22 nauyeHTOB, KOTOPHIM BBOAWIN TPaHCAYLIUPO-
BaHHBbIe BekTOpoM LentiGlobin® BB305 ayrosornyHbie
CD34*-kneTku, cTaqu He3aBUCUMBIMU OT MepeIMBaHUS
npu poctmkeHnn VCN > 0,6 B KJIETOYHOM IIPOAYKTE.
[Tpu 3TOM pe3yabTaT Tepanuu 3aBUCE OT CTENIEHU TsIXKe-
CTU TreHoTuIa 3aboneBaHus1. KiiMHUYeCcKre UCIbITaHUS
IIT dasel mpenapata Ha ocHOBe BekTopa LentiGlobin®
BB305 uHMUMMpPOBaHbI OTAEILHO [JIsI TPYII OOJBHBIX
¢ He-B°/B’ TpaHC(hHY3MOHHO 3aBUCUMOM B-TasacceMueit
(NCT02906202, HGB207, NORTHSTAR-2) u myra-
musiMu B TeHe HBB, MOAHOCTbIO MHAKTUBUPYIOIIUMU
nponykuuio B-raobuna (renorumn B°/B%) (NCT03207009,
HGB-212). [TpoToKoJ MOArOTOBKY MallMeHTOB K BBEC-
HUIO TIpernapaTa, a Takxke MpoTokKo TpaHcaykuuu 'CK
ObLIU YayullleHbl, cpeaHue 3HaueHuss VCN B NMpoayKTax
cocraswin 3,3 (1,9-5,6) B wuccnemoBanuun HGB207
u 3,0 (1,2-7,0) B uccnenosanuu HGB-212. IlepBoe
U3 HUX OBLIO YCIENIHO 3aBeplICHO, JeUYeHMUE Iperna-
patom beti-cel 23 manMeHTOB MPUBEIO K YCTOMYMBOMY
ypoBHI0O HbA™Q u o6memy yposHio Hb, mocrarou-
HO BBICOKOMY [Jisi OOeCIeyeHUs] He3aBUCUMOCTH OT
nepearBaHusI KPOBU Y OOJBINMHCTBA O0MBHBIX (91 %),
BKJIIOYas Jini Mojioxe 12 et (86 %) [43]. Takxe 3aBep-
meHo BTopoe ucciaegosanue (HGB-212), npoBeaeHHOE
B 8 neHtpax — Bo ®panuuu, [epmanuu, [peunu, Mra-
quu, Benukoopuranuu u CHIA — ¢ yuactuem 18 manu-
eHTOB ¢ reHorumamu B°/B°, PO/ VS0 yy BHIVs-1-110/
BFIVS-I-110 113 13 KOTOPBIX OBITN MuTaiIIe 18 1eT Ha MOMEHT
MoanucaHus UHopMupoBaHHOTO coryiacus [44]. bosb-
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MMUHCTBO (89 %) MOCTUTIIM HE3aBUCUMOCTH OT TIEPEJIv-
BaHUII KPOBU, MeIMaHa HabloneHus cocTaBuiia 12 Mec.
Bce manueHTBI mepelnid B CIEAYIONIee TOJTOCPOYHOe
Hcclie[oBaHue, Mpearojaramliee B 00IIeil CIOXHOCTH
15 mer mabmomenus (LTF-303, NCT02633943). Ilo
cocTosgHuIo Ha (eBpanb 2024 . B pamMKax 3TOTO KJIM-
HUYECKOTO UCIBITaHUsI beti-cel momyuymim 63 ydyacTHM-
ka B Bo3pacte 4—35 ner. KoanyecTBo Komuii BeKTOpa
B nepudepruyeckoir KpoBu u ypoBHH HbLATQ crabu-
JIU3UPOBATUCH K 6-My MecsIly MccienoBaHus. BaxHo
OTMETUTD, 4YTO 3 (HEKTUBHOCTH TPAHCIYKIINU, (hapMaKo-
NMHAMKKa, CpeTHEeB3BEIIICHHBII ypoBeHb Hb ObuTH 0nu-
HaKOBBIMU BHE 3aBUCHUMOCTHU OT T€HOTHUIIOB TAllMEHTOB
(B°/B° m me-B°/B°) m ux Bo3pacTa. BaxxHoit Bexoil B 06Ja-
CTU pa3pabOTKM TpernapaToB TeHHOI Teparuu P-Tanxac-
CeMHMU CTajo oao0peHWe YIpaBJIeHUEM MO KOHTPOJIO
3a npoayktamu u jekapctBamu CIIIA (FDA) B aBrycte
2022 r. mpenapata beti-cel (Zynteglo) s snedyeHwUs
MalKMEeHTOB ¢ TPaHC(MY3MOHHO 3aBUCHMMON TajlacceMuei
[45]. [To3nHee, B nekadbpe 2023 1., 3TOT e Mpernapat Mo/,
HazBaHueM Lyfgenia 01 omodopeH FDA nmisg kiuHuve-
CKOTO IPUMEHEHMS T10 TTOKa3aHUIO0 CePIIOBUIHOKIETOY-
Hoit anemnu (CKA) [46].

Jpyroii ycoBepiueHcTBoBaHHbI BapuaHT JIB GLOBE,
Takke co3gaHHOro Ha ocHoBe TNS9.3.55, B kKoTtopom
peryasTopHas ooiactb LCR Oblj1a yKopoueHa 3a cueT yja-
neHus aneMmeHTa HS4, Ob11 anpoOupoBaH B KITMHUYECKOM
uccnenoBanuu  Gaspr I/11 (NCT02453477). Tlpomykr
TpaHcnyimpoBaHHbIX BekTopoM GLOBE CD34"-xie-
Tok ¢ VCN ot 0,7 1o 1,5 BBen 9 601bHBIM (3 B3POCIIBIX
u 6 neteit oT 4 mo 13 7er) ¢ TpaHChY3MOHHO 3aBUCUMOI
taymaccemueit 1 myramusimu B wim B°. CormacHo orry-
OJMKOBaHHBIM pe3yabrataMm, y 3 u3 4 NoIgaloliuxcs
OlleHKEe OOJIbHBIX JETCKOTO BO3pacTa ObLIa JOCTMTHYTA
HE3aBUCUMOCTD OT MepeTMBaHMs KPOBU B TeueHMe 28 Mec
HabmoneHus. B To xxe BpeMst y 3 B3pOCJbIX YYaCTHUKOB
WCCIIEIOBAHMST TAKOTO pe3yJibTaTta JOCTUTHYTO He OBLIO.
Ilo Bceit BUAMMOCTU, MUHUMaJbHbBIE TpedoBaHuss VCN
NP KCTIOJb30BaHUM BapWaHTa TeHHO3aMECTUTEIbHOMN
Teparnuy 3aBUCST OT TSLKECTH AeuIuTa B-1IETH, OTpe/ie-
JISIEMOI TeHOTUTIOM TTalleHTa.

DK3oreHHoe yBeaudeHue akcnpeccun HbF unu peak-
TUBAIUMS €TO0 3KCIIPECCUU SIBIISIOTCS aJlbTepHATUBHOM
TPYIITON ITOAXO0A0B K TeHHOI TepaItiy -TaJlacCeMUM.

Jns yBeIMYeHUsT 9KCIIPECCUU y-TJ00MHa ObLIA pa3-
paboTtaHbl Hecyluue 310poByto Konutwo HBGI win HBG2
JIB nns tpancaykimu 'CK v reHHOI Tepanuu B MepByIo
ouepenb CKA [38, 47]. JlokimHUYeCKUEe UCCIIeIOBaHUS
HoBoro ontuMusupoaHHoro JIB GGHI-mB-3D, conep-
JKaIero TpaHCTeH y-TJIOOMHA, a TakKe HOBBIE PETyIIsi-
TopHBIe 35leMeHThl — 3HXxaHcep HPFH-2 u 3'-Herpanc-
JIMPYEMBbIil PETMOH T'eHa B-IJIoOMHA — OBLIM HAvaThbl ISt
tepanuu CKA u B-tanaccemuu [48].

B uensax peaktuBauuu skcrpeccun HbF akTuBHO
pa3pabaThIBalOTCS TTOIXOIBI C TIPUMEHEHUEM MHCTPYMEH-
TOB pEIaKTUPOBaHUs TeHoMma. BaxkHeilleid MUIIEHbBIO
MpU TaKOM ITOAXOMe SBIsIeTCs (haKTOp TPAaHCKPUITLIMU
BCLI1A (B-cell lymphoma/leukemia 11A) — ocHOBHO
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peryasitop npouecca nepekiodyeHuss HbF Ha B3pociyio
dopmy HbA (puc. 2). Ero ¢byHKIIMS COCTOUT B CBSI3bIBA-
HUM HETMOCPEACTBEHHO C MPOKCUMAIbHBIM MPOMOTOPOM
reHoB HBGI w HBGZ2, uHruOMpoOBaHUU UX IKCIIPECCUU
Y CO3JaHUU MPOCTPAHCTBEHHBIX YCJIOBUM /151 TIEPEIUCIIO-
KallMM KOMIUIEKCHOro sHxaHcepHoro ajemeHTa LCR
K TIPOMOTOpPY HMXeJiexalero reHa HBB v ctabuiuzauuu
nosyyeHHoro Komruiekca [49, 50]. Takoe nepekitoueHne
MPUBOAUT K MPEKPALIEHUIO 9KCITPECCUU T€HOB Y-IJIO0MHA
W aKTUBALMM IKCMPEeCCUU P-Ta0o0KMHa, T. €. TPOUCXOIUT
nepexoueHue cuate3a HbF na HbA.

Puc. 2. Mexanusm npsamoeo nooasnenus sxcnpeccuu 2eHo8 y-2n00una ben-
kom BCL1IA. BCL11A ceasvieaemcs ¢ momusom TGACCA (—118...—113)
6 NpOMOMOPHOI obaacmu 2eHog y-2nobuna. Dakmopvl MpaHcKpunyuu
GATAI u TALI1 ycunusarom sxcnpeccuro BCLI1IA, ceéaszvieascy ¢ obaa-
cmbio 3pumpoudHoeo suxaucepa 6 unmpone 2 BCLI1IA. GATAI — 6enok,
ceszvigarouuiics ¢ GATA-momueom, TAL I — beaok T-kaemourozo ocmpo-
20 aumgobaracmuoeo aeiikosa. Pucynok cozoan npu nomouwsu npusoycerus
BioRender (app.biorender.com)

Fig. 2. Mechanism of direct suppression of y-globin gene expression by the
BCL11A protein. BCL11A binds to the TGACCA motif (—118...—113) in the
promoter region of the y-globin genes. The transcription factors GATAI and
TALI enhance BCLI1IA expression by binding to the erythroid enhancer
region in intron 2 of BCLIIA. GATAI is a GATA-motif binding protein;
TALI is a T-cell acute lymphoblastic leukemia protein. Figure created with
BioRender (app.biorender.com)

Takue GyHKIIMOHATBHBIE OCOOEHHOCTH 3TOTO JIOKYca
OTKPBIBAIOT BO3MOXXHOCTH UISI CO3MaHUSI TEHHOTEPAIeB-
TUYECKOTO TIperapaTa, CHUKAIOIIET0 3KCIIPEeCCHIo TeHa
BCLI1IA B uensax peaktuBauuu sKkcnpeccur HbF mis
(yHKIIMOHAIBHOTO JieyeHUs P-Tanaccemuu. [Ipsimoit
HokayT BCL 114 oxa3zalicsl HelleJecooOpa3HbIM BBUIY €0
BBICOKOI 3KCIpeccuu M (yHKIIMOHAIBHON aKTUBHOCTU
B B-kierkax. B xauecTBe MUILIEHU MJIsT TIPOrpaMMUpYe-
MBIX HyKJIea3 HUCIOJb3YIOT JOKYC cBsi3biBaHus BCLI1A
B IIPOMOTOPHBIX peruoHax reHoB HBG [51—358]. UHby3us
ayrojornyHoro mnpoaykra OTQ923, mpeacTaBasiolero
coboii ex vivo MOIM(PUIMUPOBAHHBIE C HCITOJb30BaAHU-
em cucteMbl CRISPR-Cas9 CD34" I'CK, ¢ ueneBbiMu
HapyleHusIMi B Tipomotopax HBG1/HBG2 Ha ypoBHe
85,8 + 14,7 %, 3 6onbHBEIM ¢ Tskenoit CKA mpuBenra
K ycroitumBoii mHaykimu HbF Ha yposHe 26,2 + 2.9 %
[58]. Kitmanaeckoe nccnemoBane NCT06155500 mpera-
pata OTQ923 npoBoaAUTCS C y4aCcTUEM B3POCIbIX O0JIBHBIX
CKA, kotopsle B TeyeHue 15 jiet nmocie uHPy3uu OyayT
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PEruCTpUpPOBATh CBOE COCTOSIHUE B LIEJISIX UCCIICIOBAHUS
JIOJATOCPOYHOI 6e30MmacHOCTH U 9(PHEKTUBHOCTH €T0 eii-
cTBUS. B rpymme 00JbHBIX B-TajlacceMueil KIMHUYECKYI0
apdexkTuBHOCTL mperapata OTQ923 Ha ceromHsIIHUIA
JIEHb e111e TTPEACTOUT YTOUHUTb.

Hakownel, BaxHeiieil objacTbio pa3padOTKU TeH-
HON Tepamuu [-TajacceMuu SIBISIETCS peaKTUBALUS
skcnpeccur HbF mocpenctBom HapylieHus mocjienoBa-
tenbHocTH JJHK B 061actu sputpous-cneunduueckoro
snxaHcepa BCL11A (eBCL11A) c MOMOIIbIO TPOrpaMMU-
pyembix Hykieas (puc. 3). Jlokyc BCL11A B untpoHe 2 Ha
pacctosgHumn +62, +58 u +55 kumoba3 or caiita Hayaiza
tpaHckpuniuu (TSS) copepkut 3 calita runepuYyBCTBU-
teapHocT K [ HKaze I (DHS), xoTopblie aeicTBYIOT
KaKk O2pUTPOUM-CIIeLIM(PUUHBIE 32HXaHCEPhl IKCIIpec-
cun BCL1IA (cM. puc. 2) [59]. B yacTHOCTH, B peruoHe
+58 DHS npoucxonuT cBsI3bIBaHWE TPAHCKPUTTIIMOHHBIX
dakTopoB GATA1 u TALI, akTUBUPYIOIIUX SKCITPECCUIO
BCL11A cneunduyHo B KJIeTKAaX SPUTPOUIHOU JTUHUU
mnddepeHpoBku [59, 60]. Takum obpa3om, Mexa-
HU3M 3aKJII0YaeTcsl B HapyUICHWHU IOCJIeI0BaTeIbHOCTU
eBCL11A c ucnoyib30BaHUEM MPOrpaMMUPYEMbIX HYKJIE-
a3, YyTO MPUBOIUT K Pa3pyLICHUIO CAWTOB CBSI3bIBAHUS
9TUX TPAHCKPUIIIIMOHHBIX (PAKTOPOB U HAPYIICHUIO
akcrnpeccuu 6enka BCL11A. MHrubupoBaHue 3KCIpec-
cuu reHoB HBGI v HBG2 nipekpaniaeTtcsi, i TPOUCXOAUT
peaktuBauus HbF

IlepBbIMU pa3pabOTaHHBIMM IJISI TOU 1IEIU MUHCTPY-
MEHTaMM OBbUIM MporpaMMUpyeMble HyKJea3bl THUIa
LIMHKOBBIX TMajblieB (mpenapatel ST-400 u BIVV003 s
B-tamaccemun u CKA coorBercTBeHHO) [61]. KnuHuue-
ckue ucnbitanust 1/11 dassr ST-400 (NCT03432364) He
MPOAEMOHCTPUPOBAJIA JOJTOCPOYHOTO TepareBTUIECKO-
ro adexTa, YTO aBTOPHI CBA3BIBAIU C HEOOCTATOUHBIM
YPOBHEM TE€HETUYECKU MOAM(UIIMPOBAHHBIX TTUTEIbHO
penonymupytomnx 'CK B mpomykre [62]. B wmccneno-
BaHUM HaOJIOAAIOCh KPaTKOBPEMEHHOE YBEIWYEHUE
ypoBHelt HbF y 5 601bHbBIX MOCe BBeIeHUs MTPOAYKTa 10
23,5+ 11,4 %.

Puc. 3. Cmpameeus eennoti mepanuu na ocnoge unoykuyuu HbF 3a cuem
HapyuieHusi nocae008ameabHOCMU IPUMPOUO-CHEeUUPUHECK020 IHXAHCepa
BCL1IA ¢ nomowpto uHcmpymenmos pe0aKmuposanus ceHoma. Pucynok
co30an npu nomougu npunodxcenus BioRender (app.biorender.com)

Fig. 3. Gene therapy strategy based on HbF induction by disrupting the
sequence of the erythroid-specific BCL11A enhancer using genome editing
tools. Figure created with BioRender (app.biorender.com)
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Knuaunueckue wuccnenoBanus npenapata CTX001,
cnoHcupyembie Vertex Pharmaceuticals n  CRISPR
Therapeutics, mocBsileHbl pa3padoTKe crocoda MHAYK-
muu HbF ¢ momompio CRISPR-Cas9 s paspyuieHust
TOTO K€ IPUTPOUI-CIEU(PUISCKOTO IHXaHCepa B TeHe
BCL11A (CLIMB THAL-111 (NCT03655678) misa B-ta-
gaccemurn u CLIMB SCD-121 maga 6oneHbix CKA).
Pesynaprater I/I1 (a3pl KIMHWYECKUX HCCIeAO0BAHUI
JMAHHOTO TIperapaTa ObLIM OMYOJMKOBAaHBI COBMECTHO
JUIST 00eMX HOB30JIOTMH W TI0Ka3aJd BBICOKME YPOBHM
PENaKTUPOBAHUS B IJIUTEIBHO PEIOIYIUPYIOIINX TeMO-
MO3TUYECKUX TIPEIIICCTBEHHUKAX, TTPVKUBICHUS TeHE-
TUYECKU MOTU(DUIIMPOBAHHBIX KJIETOK, BBICOKME YPOBHU
HbF u nmoctmxeHue TpaHCY3MOHHON HE3aBUCUMOCTHU
y 2 6oabHBIX [63]. B nekabpe 2023 . maHHBIA mpemapar
(exagamglogene autotemcel, exa-cel) 661 ogodpeH FDA
IS KIMHUYECKOTo mpuMmeHeHMs1 y 0onbHbIX CKA mon
HazBaHueM Casgevy (CLIMB SCD-121; NCT03745287)
[46]. CormacHO OITyOJIMKOBaHHBIM HEIABHO pe3yiIbra-
TaM KimHu4Yeckoro uctbitanust 111 ¢aszer, 97 % G0NbHBIX
CKA (29/30), momyunBImmx nH¢pY3U0 exa-cel, He mMen
Ba300KKITIO3MOHHBIX KPU30B B TeYeHHWE KaK MUHUMYM
12 mocnemnoBaTeIbHBIX MECSIIEB HAOMIONCHUSI, U HU ONWH
MalyeHT He ObLI TOCIUTAIM3UPOBAH IO 3TOMY ITOBOIY
[64]. ITpoduib Ge30maCHOCTH exa-cel B LeJIOM COOTBET-
CTBOBaJI MpOMWI0 0e30MMaCHOCTH MMUET0a0IaTMBHOTO
KOHIUIIMOHUPOBaHUsI OycyslbhaHOM U ayTOJOTMYHOU
TpaHCIIAaHTAllUM TPU  OTCYTCTBUM OHKOJIOTMYECKUX
ocnoxHeHuit. Kimmuunueckue ucneitanus [—I1I1 ¢a3 npe-
napara CTX001 nnst teyeHust O0IbHBIX C TPAaHC(Y3UOH-
HO 3aBUCHUMOU [-TajlacceMueil Ha CEromHsIIHUI NeHb
3aBepIleHbl, HO TPOJOJIKAETCS HaOMIoNeHWE 3a TallM-
eHTamu (NCTO03655678). I1o cocrostHuio Ha Mait 2024 1.
56 manuenTtam (12—35 neT) Gbla MpoBeacHa MHOY3US
npemapata exa-cel. Ilpu arom 35 (62,5 %) nauueHTOB
uMenn Tskenble reHoturel  (B°/B°, B°/B°-momoGHEIe).
VYpous Hb > 90 r/nm 6e3 TpaHchy3uu 3pUTPOLIMTOB
B TeUEeHUeE Trofa u dosiee nocturiu 49 us 52 obcaenoBaH-
HBIX OOJIBHBIX [65]. JloJisI OTpenaKTUPOBAHHEIX alljieiieit
BCL11A crabunusupoBajach B nepudepuiyeckoii KpoBu
€O 2-T0 Mecslia HabJIoeHUs TTocyie MH(pY3UM TIperapara.

OTHOCUTEJIbHAS TTIPOCTOTA Pa3pabOTKK 1 ITPUMEHEHUS
ocHOoBaHHBIX Ha Cas9 MHCTPYMEHTOB peAaKTUPOBAHMS
reHoma TpHBe/ia K YBEJIMYEHUIO YWCIa MCCIIeIOBaHUMN
B 9TOM HarpaBjieHuu (Tabj. 2). Hanbonee mpoaBUHYTHI-
MM SIBJISTIOTCSI MHOTOLIEHTpoBbIe ucciaenoBanus 1/11 dazbr
RUBY (NCT04853576) u EdiThal (NCT05444894) 1o
olIeHKe 0e30MacHOCTH, 3(PPEKTUBHOCTU U MEPEHOCHUMO-
ctu niperiapata EDIT-301 y mammeHTOB ¢ Tsikenoin dop-
moit CKA u B-tamacceMuu COOTBETCTBEHHO [66]. AyTo-
nornunbie 'CK, coOGpaHHBle MeTomoM acdepesa Tmocse
MobOuiMn3anuu ¢ nomMoinbio mwiepukcadopa (RUBY) wiun
KoMOuHauu miaepukcadopa u dunarpactuma (EdiThal),
MoaubUIMPYIOTCST ¢ ToMolblo Hykieasbl AsCasl2a
B npomoTopax reHoB HBGI n HBG2 B uensx peakTu-
Bauuu okcnpeccun HbLE KnuHuueckue naHHble Ha
2023 r. mokasajiv, 4To 1nocje MHOY3MU Mpernapara rnaum-
eHThl Kak ¢ CKA, Tak u ¢ B-TajmacceMueil He WUMeEIU
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cepbe3HbIX ocioxkHeHui. [lo cocTtosHMI0 Ha 28 MIOHS
2024 r. reni-cel (renizgamglogene autogedtemcel) B pam-
kax uccinenosanus EdiThal monyuywnu 7 maiiueHTOB, OHU
OBUTH IO, HAaOTIoIeHEM B TeueHMe 24 Mec [67]. CpenHee
3HaueHue obiero comepxanuss Hb cocraBuio 125 r/x,
cpennsst KoHueHTpamus HbF — 113 r/n. loms F-xiretok
cocraBisia 99,2 % (n = 5) yepe3 6 Mec. Bee 7 manmeHTOB
He HYXIaJWCh B MepeIMBaHUM KPOBU B TeueHue 14,5 mec
rnocje nocjeqHe nHGY3UU SPUTPOLIUTOB. YCTONUUBBIA
CPeHUI ypOBEHb NEPCUCTCHIIMM TEHETUYECKU MOJIM-
(unMmpoBaHHBIX ajutesieil OblT 3apUKCUpPOBaH B TeUCHUE
rmojyrona mocje WHQY3UM TIpernapara: B SIIPOCOAEP-
KaIlMX KJIeTKaxX TMepudepndeckoil KpoBun — 10 75,4 %
(n = 6); B CD34"-kj1eTKax KOCTHOro Mo3ra — 10 79,9 %
(n=24).

Tabauna 2. Arsmeprnamugnsie Memoosl eeHHOU mepanuu f-manaccemuu,
HaxooAuwuecs Ha cMaou KAUHUYECKUX UCHbIMAHULL

Table 2. Alternative gene therapy methods for [-thalassemia under clinical
investigation

HNucTpymenT Mumens Crpana Knnnnyeckoe
PeAaKTUPOBAHUS . | uccrenosanne
Editing tool Moz Loty Clinical trial
JIB ALS20
Lentiviral vector E;BZ s et NCT06364774
ALS20
Penaxrop .
N Ien HBB Kwurait
ocHoBaLIi HBB gene Ching ~ NCT03442340
Ien HBB Kurait
CRISPR-Cas9 R China NCT04205435
DHXaHCEPHbIi
pervioH BCL11A Kwurait
CRISPR-Cas9 BCL11A enhancer China NCT04390971
region
DHXaHCEPHBII
pervioH BCL11A Kwuraii
CRISPR-Cas9 BCL11A enhancer China NCT04211480
region
IMpomorop HBG1/2 CIIA
CRISPR-Casl2a HBG1/2 promoter USA NCT04853576
IMpomorop HBG1/2 CILIA
CRISPR-Casl2a RIRE i USA NCT05444894

B HUMN AOIuT um. PM. Topb6auesoit TICIIGIMY
nm. W.I1. TTaBnoBa BegeTcs pa3padboTKa Moaxoaa reHHOM
tepanuu P-tanaccemun 1 CKA Ha ocHOBe BHECEHWUS
MyTallMii B 3pUTpoMIHbI 2HxaHcep BCLIIA mocpen-
ctBoM opurnHaibHoil TAL-addekTopHOil HyKIeassl,
rnomobHoi aktuBatopy TpaHckpumimu (TALEN) [68].
Crout otMeTuTh, UyTo HyKJeasbl TALEN He ucnob3y-
JOTCS B 3apEeTMCTPUPOBAHHBIX KOMMEPUECKUX MpernapaTax
IIJIS1 JIeYeHUs TeMOTJIOOMHOMATHIA, a TakoKe 10 CUX MOp He
anpoOHpPOBAIUCh B KITUHUYECKUX UCTTBITAHUSIX.

3ak/oyenue

B 1menom B oGjacTM TOIXOAOB K JIEYEHMIO [B-Ta-
JJACCEMUM C TIOMOIIIbIO T€HHOI Teparuu IPOUCXOIUT
aKTUBHOE pa3BUTHE. Ps TakMX IMepenoBBIX Mperapa-
TOB KOMMEPYECKU TOCTYIEH, a KIMHUYCCKUI OIBIT UX
MPUMEHEHUs HacuUThiBaeT yxe Oojee 40 manMeHTOB.
HccaenoBarenu AejsITCS ONBITOM, OTIMCAHBI CTAHAAPTH-
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3UPOBAaHHBIC TTOAXObI W JYYIINe MPAKTUKU JUIST OTTH-
MaJIbHOTO BHEIPEHUSI TeHHON Teparuu 3TOr0 HOBOTO
KJacca JIeKapCTBEHHBIX cpeiacTB [69]. OkoHYaTeabHbII
BBIOOP ONITUMAJIBHOTO C TOUKHU 3peHUST 3(D(HEKTUBHOCTH
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1 0e30IMacHOCTM MOAXO0Na TeHHOI Tepanuu P-Tajacce-
MUU ellle TPEeJCTOUT caesiaTh Ha OCHOBAHUM pPE3yJibTa-
TOB JUIMTEJBHBIX PaHAOMU3MPOBAHHBIX KIMHUYECKUX
HUCCJIeJOBaHUM.
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OnbIT npoBeAeHUA aNNOreHHoN TPaAHCNAHTALUU FreMONn03TUYECKMX
CTBONOBbIX KNETOK Y NauueHTa ¢ remoIUTUYECKOi aHeMuei BcneacTeme
HecTabunbHoro remorno6una Galgary (HBB: ¢.194G>T)

JI.B. OabxoBa, E.B. CkopoGoraToBa

Poccuiickas demckas kaunuueckas 6oavhuya — guauanr PrAOY BO PHUMY um. H.U. ITupozosa Munzopasa Poccuu;
Poccus, 119572, Mockea, Jlenunckuii npocnekm, 117
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B oaunoii cmamve onucan edurncmeenHvlii 6 Poccuu cayuaii Hecmabuavnoeo eemoenoouna Calgary y 0eyxaemHeeo pycckoeo
MAAUUKG ¢ MANCNO MPAHCHYIUOHHO-3AGUCUMOL aHeMuUell, 603HUKUIEH & pe3yabmame moeyHol de novo mymauyuu 2ena f-eno0una
(HBB: ¢.194G>T). Couemanue KauHuueckoil KaGpmunsl MAXHCEAOU aHeMuu, npomexarouweli no muny 604vuoil Gopmol [f-masraccemuu,
¢ omcymemeuem chneyuduueckux 1a6opamopHbiX nPUsHaKos 3ampyoOHUN0 OUASHOCMUMECKUD NOUCK, KOMOpblil Obld 3a8epuieH MoabKo
01a200aps cOBPEMEHHbIM MOACKYASIPHO-2eHeMUMeCKUM Memodam. B nacmosiuee epems eQuHcmeeHHbIM pAOUKANbHbIM MEMOOOM mepanuu
MPAHCHY3UOHHO-3ABUCUMBIX 2eMON00UHONAMUIL S6151eMCsl NPOBedeHUe ANN02eHHOU MPAHCHAGHMAUUU 2eMONOIMUUECKUX CHBOA0BbIX
kaemok. IlIpedcmaenen 0630p aumepamypul, 0eMOHCMPUPYOWUIL 00ujue céederus o 3a001e8aHUlL, OaHHbIe MENCOYHAPOOHBIX UCIOYHUK08
0 Npo8edeHUU anN02eHHOL MPAHCNAAHMAYUYU 2eMONOIMUYECKUX CIMBO0A08bIX KACMOK NPU HECMAOUNbHbIX 2eMOA00UHONAMUSIX, a MAKIce
COOCMBEHHbLIL ONbIM YCNEeUIH020 NPUMEHEeHUs. OGHHO20 Memoda.

Kirouenbie ¢i10Ba: ajiioreHHas TpaHCIUIAHTALIMS TEMOITO3TUYECKHX CTBOJIOBBIX KJIETOK, aHOMaJIbHbIE TeMOTJIOOMHBI, HECTAOMIIbHBII
reMorjioouH, remoriaooux Calgary
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BBenenue

Tanmaccemuyeckre CUHAPOMBI — 3TO OOJIbIIIAs TPYyINa
HACJIeACTBEHHBIX TEMOJIUTUYECKUX aHEMUIA C ayTOCOMHO-
pELIECCUBHBIM TUIIOM HacJeAOBaHUSI, OOYCIOBIECHHBIX
KOJIMYECTBEHHBIM HAPYIICHUEM CUHTE3a MOJIUTECITTUIHBIX
Lierneit, BXoasIuX B coctaB remornoouHa (Hb). Passutue
[-TamacceMuu BBI3BAaHO MyTallMeil B B-TJIOOMHOBOM TEHE,
B pe3yJibTaTe Yero YMEHbIIACTCS WM OTCYTCTBYET CUHTE3
B-1ieneit ¢ HaKOMJIEHUEM U30BITOYHOTO KOJUYECTBA CBO-
OOIHBIX 0-TJTOOMHOBBIX 1ierneil. [ToJIOMKM o-TJTOOMHOBBIX
TE€HOB OOYCJIOBJIMBAIOT HapyIIEHWE CHUHTE3a o-LIeTel,
MPUBOS K AucOanaHcy TJIOOMHOBBIX LIETeii 3a CUeT CHU-
JKEHMST WM TIOBBIIIIEHUSI KOJIMuecTBa a-riaoouHa [1, 2].

OTU COCTOSHMSI 4YacTO Ha3bIBAIOT ayTOCOMHO-I0-
MMWHAHTHBIMU [-TaJlacCEMUSIMU, WIU HECTaOWJIbHBIMU
reMOTJI00MHOIATUSIMU, U B OOJBIIMHCTBE CIy4aeB OHU
BbI3BaHbI MyTallUsIMu de novo 3, 4]. B otninuue ot romo-
3UTOTHBIX BapUaHTOB IIPU ayTOCOMHO-JIOMWUHAHTHOM
BapuaHTEe MPOUCXOIUT MPOMYKIIUS HECTAOUIBbHBIX -TJI0-
OMHOB, KOTOpPbIE COBMECTHO C M30BITKOM a-TJIOOMHOB
MPELUITUTUPYIOT Ha BHYTPEHHEW MOBEPXHOCTU KJIETOY-
HOI MeMOpaHbl SPUTPOLIUTOB U IPUTPOOIACTOB, TTOBpE-
KIasl UX LIMTOCKEJIET U IPUBOJS K UX TUOen. DTO BiIeYeT
3a 000 reMoIn3 1 pa3BUuTHe Hea(h(HEKTUBHOTO 3PUTPO-
10332 ¢ TUIepIUIa3ueil 3pUTPOUIHOTO POCTKA B KOCTHOM
MoO3re U sKcTpameny/uisipHo. CTeneHb HeCTaOUIbHOCTU
ornpenesisieT GeHOTUTTUYECKUE TTPOSIBICHUS B BUAE TEMO-
JINTUYECKOM aHEMUM Pa3IMYHOU CTETICHU TSIKECTH U/ VTN
HeahGEeKTUBHOIO 3puTpornos3sa [4, 5].

OOBIYHO TIPUYMHON NTOMHUHAHTHOW [-TajlacceMUn
SIBJISIIOTCSI MUCCEHC-MYTalluM, Hapyllalolue CTPYKTY-
py Lenu mIoOuHa, BCIAEACTBUE 4Yero He (popMupyroTcs
CTaOuJIbHBIE TEeTpaMepbl WJIW CUHTe3upoBaHHbI Hb
HecTabwieH U OBICTPO pa3pyllaeTcs B IpUTpoOIacTax
KocTHoro mosra [4]. Hexkoropble M3 3THUX BapUaHTOB,
takue kKak Hb Hakkari (HBB: c.95T>G), Hb Chesterfield
(HBB: ¢.86T>G), Hb Terre Haute (HBB: ¢.320T>G),
Hb Cagliari (HBB: c.182T>A) u Hb London—Ontario
(HBB: 332T>QG), BbI3BIBAIOT TSIXKEJIYI0 aHEMUIO U TPEOy-
10T MPOBEJCHUST TIOCTOSTHHBIX TeMoTpaHcdy3uit [6—11].

Hb Calgary — aT0 KpaiiHe penkuii BApUaHT B-IJIoOMHa,
KOTOpPBI BIEepBble ObUT yNOMSIHYT B 2015 I y maiueHTa
u3 KaHaael, HO ObLIM MIPENCTaBIEHBI TOJBKO PE3YJIbTaTh
TeHETUYECKUX HCCIIEJOBAaHUI, a MOAPOOHbIE KIMHUYE-
CKH€ NaHHbIe U3HAYaJIbHO OTCYTCTBOBanu [12]. B mainb-
HerimeMm B 2021 . Martin et al. mpeacTaBuau MOApOOHOE
KJIMHUYECKOE OMUcaHue 2 eTell ¢ KpaliHe HeCTaOUIbHBIM
BapuaHToM Hb ¢ (peHOTUIIOM GOJIBILION DOpMBI B-Tamac-
ceMuu (B TOM YMCIIe TTallMeHTa, yHOMSIHYTOro paHee) [13].
Ero ocobeHHOCTSAMU SBISIOTCS KpailHe TSKEI0€e TeUeHUe

¢ MaHu(pecTanueil B HEOHATaIbHOM TEPUOIE U BbICOKAS
reMoTpaHc(y3uOHHAas1 3aBUCUMOCTb C JaJIbHEHIIIeH repe-
TPY3KOI KeIe30M, YTO MOTYEPKUBAET BAXKHOCTh PAHHETO
TEHETUYECKOTO TECTUPOBAHUS ISl TIOCTAHOBKU TOYHOTO
nmmrarHo3sa [14]. Ha reppuropun Poccuiickoit denepammm
Hb Calgary panee He BcTpeyacs.

JlnarHocTUKa reMOrjo0MHONaTUuif B pyTUHHOU Mpak-
TUKE BKJIIOYAET IMOJCYET SPUTPOLIUTOB, SPUTPOLIUTAP-
HBIX MHAEKCOB, ITpoBeAcHMEe 3iekTpodope3a Hb n/mimm
BBICOKOR((MEKTUBHON  KUAKOCTHOW  Xpomartorpaduu
(BD2KX), TeM He MeHee 3TU METO/1bl HE BCET1a MOTYT ObITh
9(bGhEeKTUBHBIMU TIPU  TUATHOCTUKE HEKOTOPBIX Bapu-
aHTOB HECTAOWJIbHBIX T€MOTJIOOMHOMNATUI. DTO 3aTpyad-
HSIET CBOEBPEMEHHYIO MMOCTAHOBKY IMAarHo3a, a Mmpolecc
MOWCKA TEHETUYECKON MNPUYMHBI 3a00JIeBAaHUS MOXKET
3aTSIHYThCS Ha rofbl. Mcmosib30BaHME METOIa BBICOKO-
MPOU3BOJUTEILHOTO CEKBEHUPOBaHUA (next-generation
sequencing, NGS) MoxXeT ObITh MOJIE€3HBIM JOMOJHEHUEM
B IMArHOCTUKE TAHHBIX TATOJOTUIA.

CraHgapToM BeleHUs MAlMEHTOB C FeMOIJI00MHOMA-
tuein Calgary, Kak ¥ TalMeHTOB C TpaHC(Y3MOHHO-3a-
BUCHUMOMU [(-TajmacceMueid, SIBISIOTCS PeryjisipHble TeMo-
TpaHcdy3uu U xejaTopHas Tepanusi. B MexmayHaponHoi
JINTepaType OTCYTCTBYET OMUCAHUE CIyYyaeB MPUMEHEHMUS
MEeTOJa aJUIOTEHHOU TpaHCIUIAHTALIMU TeMOITOATUYECKUX
cTBOJIOBBIX KieTok (amwto-TI'CK) mpu 3Toil maronoruun
(BBUIY OTKa3a poauteseil mauueHtos). [IpuBoaum omnu-
CaHWe KJIMHUYECKOro cJiyyass BIIEPBbIE BBISBICHHOTO
anomanbHoro Hb Calgary (HBB: ¢.194G>T) Ha Teppu-
topuun Poccuiickoit Denepaliu y 3THUYECKU PYCCKOTO
pebeHKa, BO3HUKIIETO B pe3yJbTaTe CIIOHTAHHOU MyTa-
11U, ¢ mocaeaywomeit yeneuHoit amio-TICK.

Knunuueckuii coryqai

Maavuuk, 2 200a, c1a8aHCK020 RPOUCXONCOCHUSL, NOCHY -
nua 6 omaoenenue MpaAHCNAGHMAUUU KOCMH020 Mo3ea Poc-
CULCKOU 0eMCKOIl KAUHUYECKOI 00AbHULbL 015 GbINOAHEHUS
anno-TICK.

H3 anamunesa usgecmuo, umo pebeHok om uemeepmoii
bepemenHocmu, npomekasuieli Ha (ore anemuu, ypeanias-
MO03a, MUORUL, MPEMbUX CAMOCMOSMENbHBIX POO08 HA CPOKE
39 Hedeaw, macca meaa npu poxcdenuu — 3600 e, pocm —
53 cm, ouenka no wkane Aneap — 8/8 6annos. Yxyowenue
cocmosiHus pebenka ommeueHo uepe3 6 u — Haba0anUch
obwas  caabocmp,  HCEAMYUHOCHb  KOICHBIX HOKPOBOS,
eunepourupyouHemus, eunepielikouyumos, 8 odibHeluem —
aHemusi U mpomoOoOuUmMoneHus.

C yuemom OaHHbIX aHAMHe3A, KAUHUYECKOU KAPMUHbL,
epynn Kkpoeu mamepu u pebenka — O(1) pesyc-noaogcu-
menvrasn u B(II]) pe3yc-nonoxcumenvuas coomeemcmeeH-
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HO — OQHHAsL CUMYQUUs DACUEHeHA KAK 2eMOAUMUHecKast
001€3Hb HOBOPOIICOeHH020 No cucmeme ABO, enympuympoo6-
Has uHgekyus neymounennas. Ilpoeodusace ungy3uonnas,
aHMUbaKmepualbHas, cumMnmomamuyeckas u @omome-
panusi. Bnepevie 3amecmumenvhas mpaucghysus spumpo-
YUMAapHOIL 836eCU B8bINOAHEHA HA 8-€ CYMKU JCU3HU, NOCAe
yeeo yposenv Hb ¢ 77 e/a noewicunca do 142 ¢/n. Oonako
Vorce K 4-HedeabHoMy 803pacmy, HeCMOMpPsi HA NPOGedeHUe
mepanuu npenapamami cene3d, 6HO8b OMMeEHeHa AHeMUsl
do 68 2/n Ha one Hopmanruzauuu OusUpyOUHA U AAKMam-
decudpoeenasvl. B danvheiiuiem nompebnocms 6 npogedeHuu
3AMeCmMUMEeNbHbIX — 2eMOMPAHCHY3ULL  IPUMPOUUMAPHOLL
maccol cmana pe2yaapHoil — Kaicovle 3—4 Hed, cymmapHoe
Koauuecmeo mpaucy3uii 3a 2 eooa cocmasuno 29.

B 6o3pacme 2 mecaues mMasvuuxy 6bIN0OAHEHA NYHKUUS
KOCMHO020 M032a. 3aKatoueHue (nepecmomp 8 ghedeparbHom
yeHmpe): 3pumpoudHblil pOCMOK pacuiupel, npeooaadaem
6 cocmase, 3pumMpon033 ¢ Hepmamu me2aro01acmoudHocmu,
BbIPANCEHHbIMU Hepmamu 0ucnodza (ypooausocms s0ep,
Koavya Keboma, menvya Koaau, yumonaiasmamuuecKue
Mocmuku, gppazmenmayuu 10pa).

B 6o3pacme 6 mecsauyes 6vinoaHeHo MOAEKYAAPHO-2eHe-
muueckoe oocaedoganue memodom NGS ¢ ucnonv3osanuem
KacmomHbix nawneneli eenos «lemorumuyeckue anemuu, spu-
mpoyumo3svl U eemoxpomamosvt». B eene HBB 6 sx3one 2
o00Hapyxcena 3amena 00Ho2o Hykaeomuoa c. 194G >T 6 eeme-
PO3UCOMHOM COCMOSIHUU, NPUBOOAULASL K 3aMeHe AMUHOKUC-
nomot p.(Gly65Val). Janubiit 6apuarnm ne 3apecucmpuposan
6 baze OaHHbIX arneavHuIX eapuanmos yeaogeka dbSNP, ne
umeem NONYAAUUOHHBIX YACMOM U ONUCAH 8 AUmepamype
KaK namoeeHHblil 8 2emepo3ue0mHOM COCIOSHUU, NPUBOOS -
wuil K popmMuposanuio Kpaiine HecmaduabHO20 AHOMANbHO0
Hb Calgary. Ilo cosokynnocmu oannvix éapuanm 6bia KAac-
cupuyuposan Kak namoeeHHuli. Y cubauneos u pooumeneil
O0aHHas Mymayusi He 00HAPYIceHa, 8 C53U C HeM OHA pacye-
HeHa Kak de novo.

B 6o3pacme 10 mecaues nayuenmy npogederno onpeoe-
nenue namonoeuveckux gopm Hb memodom BIXKX — ano-
ManvbhbiX yenell He gviseaeno. Teavua leiinya 6 nepugpepuye-
CKOIl KPOBU MAKice He GblABACHbL.

Ha one npodoaxcarowjuxcsa 3amecmumenbHvix mpanc-
@y3uil apumpoyumapHoll maccel 'y pebenka 6 6o3pacme
1 200a 3 mecsiyes ommeuernvl nNPUHAKU NepeePy3KU HCeae3om,
6 C8A3U C YeM HaUamo neverue dedepasupokcom 6 mepanes-
muueckux dozax. Pebenok He0OHOKPAmMHO KOHCYAbMUPOBAH
8 (hedepanvHblX UEHMPAxX, DPeKOMeHO0B8AHO NPOOOAICUMDb
3amecmumendhble 2eMOMPAHCOY3UU U XeAamMOPHYI0 mepa-
nuio.

B 6o3pacme 2 nem 6 Poccuiickoii demckoil KauHuye-
cKoil boavHuye no dannvim HLA-eenomunuposanus cemou
y nayuenma onpedenern HLA-udenmuunwiii cuobc (cecmpa),
NOAHOCMbIO COBMECMUMbLIL ¢ HUM MAaKdice U no cucmeme
ABO. Coenacno cmandapmy mepanuu mpauc@y3uoHHO-3a-
sucumbix eemoznobunonamuii [ 15] npunamo peuwiernue o npo-
sedenuu anrno-TICK om podcmeennoeo HLA 10/10-coeme-
cmumoeo doHopa (cecmpol).

IIpu nocmynaenuu 6 omoenenue MPAHCHAAHMAYUU
KOCIMH020 MO32a y NAYUEHMA OMMe4eHbl AHeMUYeCKUil

4’2025

TOMNOL. 12

cundpom (Hb 82 2/n, pemurynrouumor 0,2 %o), npuznaxu
XPOHUHeCKOU NOCMMPAHCOY3UOHHOU nepeepy3KU Hcene3om
(peppumun 1825 He/ma, eenamocnaenomeeanrus, noo-
MeepICOeHHAs OAHHBLIMU YAbMPA38YK0B020 UCCAe008AHUSL,
naabnamopHo nevenv +3 cm, ceaezenka +4 cm uz-nod Kpas
pebepHoil dyeu).

B cesa3u ¢ mem, umo nayuenmosl ¢ maiaccemu4ecKumu
CUHOpOMAaMU XApaKkmepusyromes eunepnposugdepamueHbvim
HOMEHYUANOM 2eMONOIMUYECKOI MKAHU, BbiCOKOU cme-
HeHbl0  anA0CeHCUdUAU3auuUU  8ciredcmeaue  OAUMeNbHO20
Mpanc@y3UuoHHo20 aHamHe3d, OblA0 NPUHAMO peuleHue
0 npogederuu Muea0adAamu8Ho20 pelcuma KOHOUUUOHUPO-
8aHUS 015 MUHUMU3AUUYU PUCKA OMMOPICEHUS MPAHCHAAH -
mama. B uensx obecneuenus: ycaoguil 04 MAKCUMAALHO
ahhekmueHo20 npudicueseHus MpaHCcNAGHMAama U CHudice-
HUA pUcKa pazeumusi e20 KAUHUHEeCKU 3HAYUMbBIX OUCQYHK -
yuilt 6 KoHouyuonuposauue neped anrno-TICK exaouenvt
mpeocyavpan 42 e/m?, gayoapabun 150 me/m?, meapanran
140 me/m?, mumoenobyaun 3 me/ke. Ipoguraxmurxa peak-
yuu «mpancnianmam npomue xozaura» (PTIIX) nposodu-
A1ack 6 cocmase pumykcumabda, abamayenma u UHUOUmMopo8
AHYC-KUHa3. HcmouHukom eemonosmuyecKux cmeon08blx
KAeMOK NOCAYIHCUA HEMAHUNYAUPOBAHHBLI KOCMHbLI MO3e,
codepicanue ¢ mpancnaanmame kaemok CD34+ cocmasuno
4,7 % 10°/ke, CD3+ — 0,6 x 10°/ke maccot meaa peyunuen-
ma. B nepuod KoHOUUUOHUPOBAHUS, NPOBOOUMO20 HA (PoHe
CMAaHOapmHoil conpogooumenbHol mepanuu, U MuesouHpy-
3Uu y pebeHKa He 6blA0 OMMEeUeHO PA38UMUs 0CA0NCHEHUI.

Boccmanosaenue eemonosza y pebenka ommeueHo Ha
+17-ii denb, NO OaHHBIM KOHMPOASL 2eMONOIMUUECKO20
xumepuszma na +30, +60, +100, +180-ii Onu nocae anno-
TICK 3agukcuposan noaHbwlii OOHOPCK UL XUMEPUIM.

B pannem nocmmpauncnianmayuoHHOM nepuode Ha
oHe annazuu Kpogemeopenus y peOeHKa OmMeveHO pa3-
sumue adeHOBUPYCHOU UHQDeKYUU ¢ MHONCeCMBeHHbIMU
AoKycamu (adenosupemusi, SHMEPOKOAUM, pUHODapurHeum),
8 843U C uYeM NpPoBOOUAUCH 3aMeCMUMeNbHas mepanus
BHYMPUBCHHBIMU  UMMYHOA00YAUHAMU U CheyuduyecKas
npomueosupycras mepanus yuoogosupom [16] do noanoti
anumunayuu eupyca. Pebpunrvhas Helimponenus u 80cnd-
JAUmenvHble U3MeHeHUs NepUaAHAaNbHOU, 1200U4HoIl obaacmell
U npomedcHocmu OblaU Kynupoeanvl Ha OHe KOMHNAEKCHOU
AHMUMUKDPOOHOI mepanuu U 80CCMAHOBACHUs 2eMON033d.
MunumansHole nposiGaeHUs MOKCUYECK020 2enamuma Obiau
KYRUPOBAHbI C NOMOWbIO 2eNaMONPOMeKmMOpPHbIX CPeocme
U pedyKuuu 2enamomoKCcuiHbX npenapamos. Adenosupyc-
Has UH@eKyus [A8UAACL mMpueeepom pazeumus UHMecmu-
HaavHoil popmot ocmpoii PTIIX do 111 cmenenu, umo nompe-
006a10 Ha3HaAYeHUs OONOAHUMENbHOU UMMYHOCYNPECCUBHOU
mepanuu eedoauzymaoom [ 17] u 6ydeconudom.

Ilayuenm 6vin 6vinucan u3 omoeneHuss MpPAHCHAGH-
mauuu Kocmroeo moszea Ha +47-ii denv nocae arno-TICK
6 cMabuAbHOM COCMOAHUU 0151 aMOYAaMOPHO20 HADAIOO0eHUs
2eMamon02oM No Mecmy JICUmenbcmed, mpancey3uoHHas
3a8ucuMocms, UHQEKYUOHHble, UMMYHHble U MOKCUYecKue
0CN0JICHEHUsL omcymcmeoganu. B OanvHeiluiem pebeHok
pe2yasapHo npoxodun NAAH080e NOCMMPAHCHAAHMAUUOHHOE
obcaedosanue. Ilo dannvim nHabarodenus 6 meuenue 12 mec
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nocae anno-TICK y nauuenma ommeuaromest cmaOuabHblil
comamuueckuii cmamyc, y0061emeopumenvhas QOYHKYus
MPAHCRAGHMAMA, NOAHbLIL OOHOPCKULL XUMePU3M, OMCYm-

cmeue MpanHc@hy3uoHHOU 3A8UCUMOCMU, UHDEKUUOHHbIX
U UMMYHHbBIX OCAONCHEHUIL.

Oo0cyxaeHne

HectabuibHble  reMoOrjaoOMHONATUM  MpeacTaBs-

IOT COO0OI TpyIMy peaKUX BPOXKACHHBIX 3a00JIeBaHMIA,
KOTOPbIE KIMHNYECKH TPOSIBIISTIOTCSI HEMMMYHHOM TeMO-
JIMTUYECKOM aHeMHel pa3InyHOW CTENEeHU TIKECTH.
B Hacrogiee Bpemsi ¢ momouibio cekBeHupoBaHus JJHK
obHapyxeHo Oojee 100 HectabuiabHbIX BapuaHToB Hb
[18]. YacToTa BOSHMKHOBEHUSI 3TUX PEIKNX PACCTPOUCTB
OTHOCUTEJIbHO HU3Kasl, MTO3TOMY COOOIIaeTCsl TOIbKO 00
OTAENbHBIX ClIydasix Kaxmaoro BapuaHTa. Kak cooOiia-
Jock paHee, BriepBbeie Hb Calgary 6611 ontucan Henderson
et al. B 2015 . y pebeHka u3 KaHaabl 1 Ha3BaH IO MECTy
TMEePBUYHOM JTUATHOCTUKW JTAaHHOW TeMOIIOOMHOIIA-
tiuu. Hb Calgary Takke 3aperucrpupoBaH B 0aze HbVar
(ID 2999) [19]. CoryacHO aMepUKaHCKUM pEKOMEH Ia-
UM 1o Kiaaccudukanuu BapuaHToB [20] myrtauus Hb
Calgary cumrTaeTcs BBICOKOBEPOSITHO ITaTOT€HHOM, TakK
KakK Oblla BbISIBIIeHA de novo y 2 TIallUEHTOB C aHaJlo-
TUWYHBIMA KJIMHUYECKUMU TIPOSIBIICHUSIMUA, OTCYTCTBYET
B TONMYJISIIIMOHHBIX 0a3ax JaHHBIX, a TakKe BBI3BIBACT
3HAYUTEIbHBIC CTPYKTYpPHBIC M3MEHEHUSI B TOW 00JIacTh
Oenka, TAe paHee yxKe ObLIM OINUCaHbl HeCTaOWJIbHbIE
BapuaHTBl Hb. ®enotunmmueckn Hb Calgary nposisisiercs
B BUJIE TSDKEJIOTO OU33PUTPOIT033a M BBICOKOU TpaHChY-
3MOHHON 3aBHUCUMOCTH YK€ C paHHEro MJIaleHYeCKOro
Bo3pacta. HacToibko paHHee TMpOSIBJIEHUE TSKEI0N
aHEeMUM HEOOBIYHO UIST MyTalUil B-ro0KMHA, TTOCKOIbKY
B HEOHaTaJIbHOM Iepuoje ypoBeHb (petaibHoro Hb ere
BBICOK. OIHAKO TIpearojiaracTcsi, YTO HEeCTaOMIBHOCTH
Hb Calgary HacToibKO BbIpaxkeHa, 4TO Cepbe3HO Hapy-
IIaeT MPOIYKINIO SPUTPOIINTOB, JaXkKe €CIM MyTaHTHas
¢dopMa cocTaBisieT MeHee MoJ0BUHBI 0011ero Hb.

Kak m mpm Opyrux TUmnepHecTaOMIBHBIX BapHUaHTaX
Hb, anomaneHbiii Hb mpu mytauuu Hb Calgary He BbIsIB-
JIIeTCsT TIpU 35eKTpodopese [6] M He compoBoOXIACTCS
3HAUUTEIbHBIM TToBbIIeHHeM HbA2 [7-9, 11], uto nena-
eT 00g3aTeNIbHBIM TIPOBEICHNE CCKBEHUPOBAHUS TeHa
B-r00uHa 411 MOCTAaHOBKU AMArHo3a.

BoNBIIMHCTBO TeTEpO3UTOTHBIX MUCCEHC-MYyTalliit
B B-rJ100MHe, BhI3bIBAIOIIUX HecTaOuabHble hopMbl Hb,
HaXOOATCSI B BK30HE 3, KOTOPBIM KOIMPYIOTCS KPUTHUE-
CKM BaXHBIE YYaCTKM B3aMMOEWCTBUA o f,-IMMEPOB,
HeoOxoauMblIe T TpaBuwibHOM coopku Hb [21, 22]. Tem
He MeHee MyTallMi B 3K30Hax | 1 2 TakKKe MOTYT IIPUBO-
INATHh K 3HAYUTEITBHBIM CTPYKTYPHBIM HapyIICHUSIM OclI-
KoBoii uenu [4, 7, 10, 11].

Myrtaus Hb Calgary (HBB: ¢.194G>T) Haxomutcs
B 9K30He 2 reHa Hb v MpUBOAUT K 3aMeHE IIMLIMHA Ha
BaJIMH B KOmOHE 64. DTOT ydacTOK pPacloJIOXKEH BHY-
Tpu E-cnupanu B coOpaHHoil Mojekyne Hb, psgom
C AUCTaIbHBIM TUCTUAUHOM. E- 1 B-criupanu Hb miot-
HO yIaKOBaHBI, YTO OOECIIEUMBACTCS MaJIBIM pa3MepoM
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OOKOBBIX IIeTleli BBICOKOKOHCEPBATUBHBIX OCTaTKOB
ruirHa B monoxenusx Gly24 (B6) u Gly64 (ES8) [23].
3aMeHa MIMIMHA Ha 0oyiee OOBEMHBI BaJIUH B 3TUX
MO3ULIMSX YBEJIUUMBACT PACCTOSTHUE MEXIY CITUPATISIMU,
Hapyiiast opueHTaunio His63 OTHOCUTENBHO Tema, 4To
JleJIaeT MOJIEKYJTy HECTaOMIbHOM U U3MEHSIET €€ CPOJICTBO
K Kucjaopony. B MexayHapoaHoii 1utepaType paHee Onu-
CaHo Bcero 3 ciydast 3Toro BapuaHTa HectabuiabHoro Hb,
y BCeX MallMEHTOB OTMeYaaach BbICOKas TpaHC(hY3UMOHHAS
3aBUCUMOCTS [ 12—14]. B coOTBeTCTBMU C HAIIIUM KJIWHU-
YeCKUM HaOJI0eHUEM U JaHHBIMU JINTEPATypPhl, MyTalldsl
Hb Calgary siBnsietcst cmoHTaHHOI (de novo). Kpome toro,
OIMCaHHbIE cllydyad 3a00JieBaHUSI OTMEUEHBI y pPa3HBIX
STHUYECKUX TPYIII, YTO CBUIAETEIBCTBYET 00 OTCYTCTBUU
reorpadMyecKoil UM PacoBOW MPenpacrojoXeHHOCTH
K JaHHO MyTalluu.

V Halllero nauueHTa BbISIBICH KpaiftHe HECTaOUIbHbBIN
denotun Hb, npu aTom naronornyeckue dpaxkiuu Hb He
OIpeAeIsUTUCh Ipu siekTpodopese. [ToaToMy 115t TOUHOM
MMArHOCTUKU TMOTPeOOBAIOCh CEKBEHUPOBAHUE TEHOB
miobuHa. [To mTaHHBIM JTUTEpaTyphl, TUIIEPHECTaOUIbHBIE
BapuaHThl Hb BBI3BIBAIOT KJIMHWYECKUE MPOSIBICHUS,
cxoxxue ¢ 6onbiioit popmoii B-taaccemuu. B npeacras-
JICHHOM HaMM CJTyJae TakkKe OTMeJaloCh pa3BUTUE TTy00-
KOIf aHEMMH B MJIaIECHYECKOM BO3pacTte, MoTpedoBaBIliee
YacThIX 3aMECTUTEJIbHBIX TeMOTpaHchy3Uil M Tepanuu
xeJaropamu xesesa. CiaenyeT OTMETUTh OTpULIATEIbHbIE
CTOPOHBI CHUMIITOMaTUYECKOW TeMOTpaHCHY3MOHHOMI
Tepanuu. Bo-nepBbIX, MHOTOKpaTHbBIE MepeTUBaHUS dPH-
TPOLIMTOB TOBBIIIAIOT PUCK (HOPMUPOBAHUS AJTTOAHTHU-
TeJI, YTO OrpaHNUYMBAET BOZMOXHOCTh [TOI00Pa COBMECTH -
MBbIX JOHOPOB W YBEJIWUYMBAET BEPOSITHOCTb OCJIOKHEHUA.
Bo-BTOpbIX, mMporpeccupyloiiee HaKOIUJIEHUE Keje3a
MPUBOAUT K CUIEPO3Y OPraHOB-MMUIIIEHEH (TTeYeHb, MUO-
Kapj, MoIXeayaouHas xene3a u rurnodus). B pesynsrate
MaleHThI, TTOoTyJarolire JIUTeIbHYIO TpaHC(hY3UMOHHYIO
MOJIEPKKY, CKIOHHBI K Pa3BUTUIO OPraHHOW ITUCHYHK-
LI, TSKECTh KOTOPOIl HapacTaeT ¢ Bo3pacToM. Jlomoi-
HUTEIbHO CJIeIYeT YYUTHIBATh BHICOKYIO 9KOHOMUYECKYIO
HarpysKy, CBSI3aHHYIO C TOXW3HEHHBIMU TeMOTpaHCdy-
3USIMU U XEJIATOPHOM Tepanueu, a TakxkKe 3HAYUTETbHOE
MoTpedJIeHNe PecypCcoB 3IPaBOOXPAHEHUSI, UTO MOIYep-
KMBAeT HEOOXOAMMOCTh MCIOJb30BaHUS PAaaUKaTIbHOTO
Metona JeyeHus. HecMoTpsi Ha TO, UTO CIJIEHIKTOMUS
MOXET He3HAUUTEJIbHO YIYUIIUTh COCTOSIHUE MallMeHTOB
C HECTaOWJIbHBIMU TeMOTJIOOMHOIMATUSIMU, OHA HE SIBJISI-
eTcs JIe4eOHOI omMei 1 MOXKeT MOBBICUTh PUCK MH(DEK-
LIMOHHBIX U TPOMOOTUYECKUX OCJIOXKHEHUI [24].

B Hactosmee Bpems amno-TI'CK mMoxeT paccMmaTpu-
BaThCsl KaK €AMHCTBEHHBIN TOCTYIMHBIA METO paauKasb-
HOTO JIEYEHUSI TeMOIIOOMHOTIATHIA, B TOM YUCJIE U HecTa-
OubHBIX. BBUIY peaKOCTH 3TOW HO30JIOTUHU MPU OLIEHKE
9(bGEeKTUBHOCTY TaHHOTO METOIa Mbl MOXKEM T0JIaraTbCs
Ha omnbIT npumeHeHus amno-TI'CK npu Tamaccemu-
sx. Tak, pesyasratel TI'CK ot HLA-coBMecTuMBbIX
POACTBEHHBIX JOHOPOB 3HAUYUTEJbHO YJIYUYIIWIUCH 3a
MOCAeAHUE NecATUIEeTUs Ojarogapsi COBEPLICHCTBOBA-
HUIO TIPOTOKOJIOB, OOecIieurBasi OOIyI0 BbIKUBAEMOCTh

Knuunyeckue Habntopenus // Clinical cases

I
—r



Knuunyeckue Habntopenus // Clinical cases

]
N

& POCCUACKII XYPHAIT

POAOr [ETCKOW FEMATOJIOMAW u OHKONOMAW // Russian Journal of Pediatric Hematology and Oncology

6onee 90 % npm OGonbioii dopme B-tamaccemuu [25].
B perpocneKTMBHOM  MCCIEIOBaHMU C  y4acTUEM
137 nmaunueHTOB C OoJbllION (bopMoOli [B-TamacceMuu,
nepeHecux auio-TI'CK, 39-netHss oOliasi BbIKMBae-
MocTh nocturia 81,4 %, 9To TOBOPUT O BO3MOKHOCTH MX
TOJTHOTO M3yieueHus [26]. 15T malreHToB, He MMEIOIINX
HLA-coBMeCTUMBIX POACTBEHHBIX WJIM HEPOACTBEHHBIX
JTOHOPOB, BCE Yallle paCCMaTPUBAIOTCS TaTUIOUICHTUIHBIC
JIOHOPBI (B MEIUAaTPUIECKON MpaKTHKE Yallle BCETo OMUH
u3 poaureneit) [27]. OnHako u3-3a KpaliHe HU3KOM pac-
MPOCTPAHEHHOCTU HECTAOWJIBHBIX T'eMOTIOOMHOIATUIA
HE CYIIECTBYEeT €MMHBIX PEKOMEHIAIIMI 1O UX JICYCHUIO.
B Hacrosiiee BpeMsi, 110 TaHHBIM MEXIYHAPOTHOM JIUTe-
patypsl, ycremHbie ciaydau amto-TI'CK npu HecTabuib-
HbIX BapuaHTax Hb kpaitHe penku [28—34]. OTu ciayvyau
MpeacTaBIeHbI B TAOJUIIE.

PexxvM KOHIUIIMOHUPOBAHUS TaKXKe WIpaeT KIo-
yeBylo poJib B ycriexe aio-TI'CK. MuenoabiaTuBHbIE
PEXUMBI C YCWJIEHHOW WMMYHOCYIIpECCUE W TIpH-
MEHEeHUeM cTpaTernii T-KIeTOYHON neruieruM — Kak
ex vivo (CD3"/CDI19"- wmu TCRoap*/CDI19"-nemne-
1UsT), TaK ¥ in vivo (OCTTpaHCIIaHTAllMOHHOE BBEJICHIE
mukirodochamuaa MM NCITOTb30BaHUE KJIETOK, MOOMIIH -
30BaHHBIX TPAHYJIOLIMTAPHBIM KOJOHUECTUMYITUPYIOIIIM
(bakTopoM B coueTaHMM C AHTUTUMOILIMTAPHBIM TJIOOY-
JIMHOM) — 3HAYMTEJIbHO YIYUIIWIU Pe3yIbTaThl ajlio-
TI'CK, B ToM uMciae M OT TrarjIouIeHTUUYHBIX JTOHOPOB
[28—34]. V Hamero mauueHTa TakxKe ObLT MCMOJIb30BaH
MUeJT0abJaTUBHBIN PEXUM, BKITIOUAOIINI TpeocyibdaH,
daynapabuH, MendanaH, TUMOIIOOYJIMH. Y pebeHKa
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B TeyeHue 12 mec nociie auto-TI'CK or HLA-unenTuy-
HOI CecTpbl COXpaHSETCS MOJHBIM JOHOPCKUI XUMe-
pu3M, HeT TpaHC(PY3MOHHOI 3aBUCUMOCTH, MPU3HAKOB
MH(GEKIUOHHBIX U UMMYHHBIX OCJTOXHEHU.

BoiBog

BriepBoie onmcanHbIii B Poccuiickoit @emepannn
CJIydJaii TMarHOCTUKY U JIEYeHUsI HeCTaOMIbHOM reMOTJIO-
ouHonatuu Calgary y STHUYECKHU PYCCKOT0O pebeHKa Mpo-
TeKaJs ¢ TSLKeJIoW TpaHCc(hy3MOHHO-3aBUCUMOI aHEMMEN,
CXOXEeU ¢ JTOMWHAHTHOM TajacceMueit, XxapaKTepru30Basl-
Csl paHHUM J1e0I0TOM 3a00JIeBaHUSI, OTCYTCTBUEM PE3YJib-
TaTOB OT TIPOBEICHUS PYTUHHOTO TUArHOCTHYECKOTO
MOKCKa, B TOM YKCJIE BKJIIOYABIIETO UCCIeI0BaHMeE 1eTeil
mobuHa metogoM BOXKX, Tenbua IeitHia B nepudepu-
YecKol KpoBM TakxKe He onpenesuiick. [Tpu obciaenona-
HUU YJICHOB CEMbU JaHHOW MYTallM BBISIBIIEHO He OBLIO,
YTO TIO3BOJISIET OXapakKTEepHU30BaTh €€ KaK BO3HUKIIYIO
de novo. IlpuMeHeHME COBPEMEHHBIX MOJEKYJISIPHO-
TeHEeTUYECKMX METOIOB UCCIIeIoBaHus, a MMeHHO — NGS
JHK ¢ wucnonb3oBaHueM KacTOMHON maHenu «lemo-
JINTUYECKUE aHEMUM, SPUTPOLIMUTO3BI U TeMOXPOMATO-
3bl», TMO3BOJIWJIO 3aBEPIIUTh TUATHOCTUYECKUI TOMCK.
B nanpHeiiieM peOGeHKY Oblla BBITTOJHEHA YCIEIIHasI
ato-TI'CK ot poacrBenHoro HLA 10/10-coBMecTUMOTO
noHopa (cecTpbl). Ha ocHoBaHUM MpeaCTaBIeHHOTO KM~
HUYECKOTO cJTydasi MOXHO yTBepKAaTh, uTo ajiio-TTCK
JIOJDKHA paccMaTpUBaThCs KaK MOTEHIIMAIBHO M3JIeurBa-
IOIIMIA METOJ JICYeHUS Y TallMeHTOB ¢ TpaHC(Y3MOHHO-
3aBUCHUMOI (POPMOIT HECTAOMITLHBIX TEMOTJIOOMHOITATHIA.
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OueHKa MMMYHHOr0 CTaTyCca Npu CNONb30BaHNM UMMYHOTEpaNUm
y pedbenka ¢ GD2-no3nTBHOI onyxonbio Bunbmca. Knunnyeckuii cnyyaii

C.A. Kyznesa':2, E.A. IIpocekuna’, .A. Banayesa!, K.M. Bopokmmnosa', O.E. Casennesa?, M.B. Pyboanckas®,
C.P. Bapgoomeena’

'OI'BY «HayuoHanbHblil MeOUUUHCKULL uccaedogamensekutl yenmp onkonozuu umenu H.H. ITempoea» Munzopasa Poccuu;
Poccus, 197758, Cankm-Ilemepbype, noc. Ilecounviit, ya. Jlenunepadckas, 68;

2QI'BOY BO «Canxm-IlemepOypeckuii 20cy0apcmeentbiii neouampu4eckuii MeOuyunckuil ynusepcumem» Munzopaséa Poccuu;
Poccus, 194100, Cankm-Ilemep6ype, ya. Jlumosckas, 2;

OI'BY «HauuonanbHblil MeOUUUHCKULL UCCAe008amenbcKuil yenmp onkonoeuu um. H. H. Baoxuna» Munszdpaea Poccuu;
Poccus, 115522, Mockea, Kawupckoe wocce, 23
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3a nocaednue decsimunemus 8bIHCUBAEMOCHb NAUUEHMO8 C PeDPAKMEPHIMU ONYXONIMU YEeAUHUBACMCS 0YeHb MeONeHHbIMU MEMNAMU.
Yenexom munyeweil dexadvt cmano o6pasoéanue HOBbIX KAACCO8 NPENApAmos8 — MAPemHbX, co30agaemvlx 045 8030elicmeus Ha
onpedeneHHble MONCKYASIPHble MUULEHU, 8KA0YAS UMMYHOOHKOAORUYECK e NPEeNnapamol, HanpasieHHble Ha NOBEPXHOCMHbIe MeMOPAHHble
U GHympuKaemoyHvle MuuieHu. B oannoii cmamove npedcmaeneno kaunuueckoe Habarooenue nayuenmiku ¢ GD2-no3umuenoii onyxonwto
Buavmca, komopoii 6 Kavecmee peuHOYKUUOHHO20 AeveHUs Oblia Npo8edeHa XUMUOUMMYHOMEPAnus ¢ ucnoav3oeanuem anmu-GD2-
MOHOKNOHAAbHBIX AHMUmMen. B pamxax umMmyHoMoHUmMopuHea 6 nepugeputeckoil Kposu 0biau OUeHeHbl OCHOBHbLe NAPAMEMPbl KAeMOUHO20
UMMYHUmMema, a makoce ux OUHAMUKA 6 npouecce feeHus. B xode amanusa Oounamuxu ummyHHo2o cmamyca 6ce HAOAKOaeMble
napamempol, Cé53aHHbIE ¢ HEONAONPUSMHBIM UCX000M 3a001€6AHUS, — KOAUHECME0 peeyAsimopHblx T-Kkaemok u mMueaouoHsix Kaemok-
cynpeccopos, 6biau Ha HUKUX yposHsx. HckaoueHue cocmasun Nokazamens COOMHOULeHUs. A0CONOMHO20 KOAUHeCmEa Helimpoghuios
u auMpouumos, komopbwiil npesvluian Hopmy é 3—4 paza. Kpome moeo, nocae 2 Kypcoé XumuoumMMmyHOmepanuu yeeauuusoch Koau4ecmao
NK-kaemox (CD3-CD16*CD56") u akmueuposannvix HLA-DR*CDS"-kaemok, komopoie makice npedcmasneHvi @ UMMYHOCYAPECCUBHOM
Kaacmepe aumgoyumos. B nocaedyrouwem, Hecmomps na yeeauuenue Ha GoHe XUMUOUMMYHOMEPANUU YPOBHEl UMMYHOAKMUBUPYIOUUX
cybnonyaayuii kaemok 6 1,5—3,0 paza (3a uckawouenuem yo-T-kaemok), UMMYHOCYNpPECCUBHbII NAMMEPH AUMPOUUMO8 Makdice
peazuposan 6 CmopoHy yeeauueHus, O0OHAKO NOGbluleHUe e20 hokasameneil Obli0 He Makum 3Hayumsvim. Hckaouenuem s6uUauch
pezyasmopHble T-kaemku, KoAUHeCME0 KOMOPbIX N08bICUAOCH émpoe. JlanHble U3MeHeHUs CONYMCMEOBAAU NPOSPECCUPOBAHUID
3/10KaYecmeeHHoeo 3a0604e6anus. Bo3modcHo, 6 Oydyuwem HeobX00UMO paccmompems 60NPOC KOMOUHAUUU UMMYHOOHKOAOSUHECKUX
npenapamos 8 uyeasx ycunenus aggexmopnvix Qynxkyuil T-kaemok u/usu uHeuOUpOBaHUs UMMYHOCYNPECCUBHbIX nymei. B amom
KOHmeKcme 045 ONMUMU3AUUL KOMOUHAUUU XUMUOUMMYHOMEPANUU Mo2ym Oblmb UCHOAb308AHbI NPOAHAAUBUPOBAHHbIE CUCHIEMHble
UMMYHOMApKepbl nepugepu1eckoii Kposu.

Kirouenbie cioBa: neru, GD2-aHTUIeH, MOHOKJIOHAJIbHBIE aHTUTEJIA, OIyX0JIb BuiibMmca
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Bapdonomeena C.P. OrieHKka MMMYHHOTO cTaTyca IMpy UCIOJIb30BaHUN UMMYHOTeparnuu y pedbeHka ¢ GD2-1mo3UTUBHOI OTTYyXOJIbIO
Bunbmca. Kimmnuueckuii ciyyait. Poccuiickuii xXypHas IeTCKOI TeMaToIornK 1 oHkostorun. 2025;12(4):76—82.
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Immunomonitoring in GD2-positive Wilms tumor immunotherapy. A case report

S.A. Kulyova®?, E.A. Prosekina’, I.A. Baldueva’, K.M. Borokshinova’, O.E. Savelieva’, M. V. Rubanskaya’, S.R. Varfolomeeva’

IN.N. Petrov National Medical Research Center of Oncology, Ministry of Health of Russia; 68 Leningradskaya St., Pesochny, Saint
Petersburg, 197758, Russia;

2Saint Petersburg State Pediatric Medical University, Ministry of Health of Russia; 2 Litovskaya St., Saint Petersburg, 194100, Russia;
JN.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115522, Russia

Over the past decades, survival rate for patients with refractory tumors have been increasing at a very slow. The success of the last
decade has been the formation of new classes of drugs — targeting, created to affect certain intracellular molecular targets, as well as
immuno-oncological, aimed at surface receptor targets. This article presents a clinical case of a patient with a GD2-positive Wilms tumor
who received chemoimmunotherapy using anti-GD2 monoclonal antibodies as reinduction treatment. Within the framework of peripheral
blood immunomonitoring, the picture of the main parameters of cellular immunity, as well as their dynamics during treatment, was assessed.
During the analysis of the immune status dynamics, all observed parameters associated with an unfavorable outcome, namely the number
of regulatory T cells and myeloid suppressor cells, were at low levels. The exception was the absolute neutrophils to lymphocytes ratio, which
exceeded the norm by 3—4 times. In addition, after 2 courses of chemoimmunotherapy, the number of NK (CD3-CD16*CD56") and activated
HLA-DR*CDS&" cells, which are also present in the immunosuppressive lymphocyte cluster, increased. Subsequently, despite an increase in
the levels of immunoactivating subpopulations of cells by 1.5—3.0 times (with the exception of yo T cells), the immunosuppressive pattern of
lymphocytes also reacted upward, but the increase in its indicators was not so significant. Again, the exception was regulatory T cells, the
number of which tripled. These changes were associated with the progression of the malignant disease. A combination of immuno-oncology
agents may need to be considered in the future to enhance T cell effector functions and/or inhibit immunosuppressive pathways. In this
context, analyzed systemic immunomarkers in peripheral blood can be used to optimize the combination of chemoimmunotherapy.

Key words: children, GD2 antigen, monoclonal antibodies, Wilms tumor
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Onyxonb BunbmMmca sBasgeTcd caMbIM paclpocTpa-
HEHHBIM 3JI0KaYeCTBEHHBIM HOBOOOPA30BaHUEM MOYKU
y AeTeil, 3aHuMas 4-e MeCTO B CTPYKTYype BceX 3J0Kaue-
CTBEHHBIX MIATOJIOIMIA ¥ BeTpevasich B9 % ciiydyaeB y geTeit
no 1 rogau B 6 % — y nereii crapiie 1 roga. bosiee 80 %
OITyX0JIeii BBISIBJISIIOTCSI B BO3pacTe 10 S JIET, CPeAHUIA BO3-

pacT cocrtapisier 3,5 roga. DnuaeMUOIOTnYecKue uccie-
JIOBaHUS TMOKAa3bIBAIOT, UTO IJI0OaTbHas 3a00J1eBaeMOCTh
Bapbupyet ot 8 10 10 cayyaeB Ha 1 MJIH IeTeil B Bo3pacTe
no 15 net [1]. TepaneBTuuyeckuii MOAXOA AJISI OIYXOJU
BusibMca mipeTepries 3HaYUTEIbHYIO BOJIIOLUIO, Hepeii-
JIs1 OT YHUBEpPCAJIbHON OpPUEHTALMM K TOHKUM, aIaIlTh-
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POBaHHBIM K PHCKY CTPATCTHSIM, KOTOPbIE IOCTOSTHHO
JOTTOJTHSIOTCS TUCTOJIOTMICCKUMM W MOJICKYJISIPHBIMU
ocobeHHocTsIMHu |2, 3].

Hcronb3oBaHne MYJIETUMOTAIBHOTO JICUSHUS, BKITIO-
yasg He(PPOHCOXPAHSIOIIYI0 XUPYPTUIO W WHINBHUIYab-
HBbIE CXEeMBI XMMUOTEpaITiy, 3aMETHO YJIYYIIMIIO ITOKa-
3aTeJI1 BBDKMBAEMOCTH, KOTOpPBIE B HACTOSIIIIEE BpeMs
npesbimaioT 90 % Tpy JTOKaJINM30BaHHOM 3a00JICBaHUU,
YTO CMelIaeT TepareBTUYECKUE 1IeJIM B CTOPOHY CHIKE-
HUSI TOKCUYHOCTH, OTIOCPEIOBAHHOM JICUeHUEM, U yCTpa-
HEHMST pa3Indnii B pe3ysIbTaTax, CBI3aHHBIX CO CTaIue,
TUCTOJIOTHIECKON KapTHUHOW M COLMATbHO-3KOHOMMYE-
ckuMu paktopamu [2, 4]. K coxaneHuto, BCTpevyaroTcs
U pedpakTepHble (hOpMbI 3a00JIEBaHMST, YACTOTA PEIIMIM -
BOB TIPU KOTOPBIX COCTABIISAET OKOJIO 15 %, a moirocpod-
Hasl BBDKBaeMoCTh — Bcero 50 % [5].

3a TocienHUe ACCSTWICTHS BBIKMBACMOCTH TIAllM-
€HTOB ¢ pedpaKTepHBIM 3a00JIeBAaHMEM YBEIUYMBACTCS
OYEeHb MEIJICHHBIMU TeMIlaMi. MOXXHO cKa3aTbh, 4TO Ha
CEeTOOHAIIHUN IeHb XUMHOTEpAIIUs TOCTHUTJIA CBOETO
MUKa. YCIeXoM MUHYBIICH JIeKaabl CTalio oO0pa3oBaHUe
HOBBIX KJIACCOB IperapaToB — TapreTHBIX, CO3IaBacMBbIX
IJIST BO3IEWMCTBUST Ha OIpeAe/IcHHBIE MOJCKYISIPHBIC
MUIICHHU, BKJIIOYass MMMYHOOHKOJIOTMYECKHUE ITperiapa-
TBI, HaIlpaBJICHHbIC Ha TMOBEPXHOCTHBIE MeMOpaHHEBIC
M BHYTPUKJIETOUHBIC MUIICHU [6].

ITpotrBooOMyXOJIEeBast TapreTHas Tepanust (POKYyCHpY-
eTcs Ha CIeM(pUIESCKUX XapaKTepUCTUKaX (THITepaKTH-
BUPOBAHHBIX WJIN THITEPIKCIIPECCUPOBAHHBIX MUIIICHSIX)
OITYXOJIEBBIX KJIETOK, KOTOPbIE HEOOXOAMMBI JJISI OHKOTE-
He3a. M3-3a cBoeil crieliiuyHOCTU TapreTHbIe METObI
JIeueHUsT OOBIYHO BBI3BIBAIOT MEHbIIIE TTOOOYHBIX 3 heK-
TOB, YeM XMMHWO- 1 JyueBas Teparus. [IpoTuBooIryxore-
Bast UMMYHOTEpAITAST — 3TO METOJI JICUCHHSI, HarlpaBIcH-
HBII HAa KOHTPOJIb W 3JIUMHWHAIIAIO OITyXOJIEBBIX KJIETOK
MyTeM Tepe3aIrycka M MoJIepsKaHusl OIyX0JIeBO-NMMMYH-
HOTO LIMKJIa ¥ BOCCTAHOBJICHUS WJIW YCWJICHUS] HOPMaJTb-
HOTO TIPOTUBOOITYX0JIEBOTO MMMYHHOTO OTBETa OpraHM3-
Ma. UMMyHOTEepamnus oIryXoJjin, Kak W TapreTHasI Teparius,
MOXET OBITh HalleJeHa Ha OIpeHeICHHBII OOBEKT, HO
MUMMYHOTEpansl MOXKET CTUMYJIMPOBaTh W YCHIIWBATH
VMMYHHBIN TTOTEHIIMAJ OpraHW3Ma 4yepe3 3Ty MUIICHB.
B Hacrosmiee BpeMst B MMMYHOTEpaIiy OITyXoJjii Brrbm-
ca TIPUMEHSIOTCST 2 OCHOBHBIX METO/a: WHTHOMpPOBaHME
MyTH UWKJIOOKCUTEHA3bI-2 W agoNTHBHAs KJIETOYHAs
nuMMyHoTepanust. Tekylye uccieaoBaHusl BCe eIe Haxo-
IISITCST Ha CTaIUU SKCIIeprMeHTa [6, 7].

M3ydeHre 3THMX HOBBIX METOIOB TEPAITUU OTKPBI-
BaeT MHoOrooOeIame BO3MOXHOCTU JUIS JeYeHUS
PE3UCTEHTHBIX WM METACTATMUECKHMX CIIyJacB OITYXOJIH
BunbmMmca.

CaMble TIOCTIEIHUE METOOBl WMMYHOMOHUTOPWH-
ra CcoYeTaloT XapaKTepHUCTUKY (HEHOTHITa WMMYHHBIX
KJIETOK ¢ (DYHKIIMOHAIBHBIMA CBOWMCTBaAMU, pPaCIIMpPSIS
3HAYMMOCTh (DYHKIIMOHATBHON POJIM Pa3JIMYHBIX KJIe-
TOYHBIX (DEHOTUIIOB B MMMYHOTEPAIIMU 3JTI0KAYeCTBEH-
Holl omyxonu. OCHOBHBIE llelM MMMYHHOTO cTaTyca
B WCCJICHOBAHMSIX MMMYHOTEPAIMU 3JI0Ka4eCTBEHHBIX
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OITyXOJIel BKJIIOYAIOT MOATBEPKACHUE MpearoaraeMbixX
UMMYHOJIOTHYeCKUX 3(D(HEKTOB TeparneBTUYECKUX BMe-
LIATEJIbCTB, XapaKTePUCTUKY BO3AEHCTBUS HMMMYHOTE-
panuyd Ha MOMYJSIMA WMMYHHBIX KJIETOK, KOTOpBIE,
KaK M3BECTHO, YYaCTBYIOT B 3(PDEKTOPHBIX U/WIN PEry-
JISTOPHBIX TTPOTUBOOITYXOJIEBBIX MMMYHHBIX PEaKIIUsIX,
ornpeneseHne (OYHKIIMOHATBHBIX MPOTUBOOMYXOJEBbIX
peakiiuii, BbI3BAHHBIX WMMYHOTEparnuei, W HcCCaeno-
BaHMWE TIOTEHIIMAIbHBIX OMOMApKEepPOB KIMHUYECKOMN
9(bbeKTUBHOCTH UMMYHOTepanuu. OMHaKO B HAacTosIIIee
BpeMsl B IyOIMKaLIUSIX HE JOKa3aHO MPEUMYIIECTBO TOTO
WJIX UHOTO METOJa UMMYHOMOHUTOPUHTA, KOTOPBIA MOT
OBl HaZeXHO TMpeAcKa3aTh UCXon 3adojeBaHus. Bepost-
HO, 9TO CJIEICTBME OTPAHUYEHUI TEXHOJIOTUI COBPEMEH-
HBIX METOZOB W HAIEro ONbITa, KOTOPhIC MPEMSTCTBYIOT
BCECTOPOHHEMY MPEICTaBICHUI0O O B3aMMOJCHUCTBUSX
MEXIY OMYXOJIblO, €6 MUKPOOKPY>KEHWEM U MMMYHHOI
cuctemoit. HecMoTpsi Ha 3TW TPyOHOCTU, METOIbI aHa-
JIN3a UIMMYHHOTO CTaTyca JaloT BO3MOXHOCTb MPeICTaB-
JIEHUSI KOMITJIEKCHOTO BO3JEHCTBUSI UMMYHOTEpANUu Ha
WMMYHHYIO CUCTEMY U MPUOIMKAIOT K eI CO3MaHus
MPOTHOCTUYECKOTO OuoMapkepa [8].

AHTU-GD2-HanpaBjiieHHass UMMYyHOTepanus  yxe
BKJIIOUEHa B TMPOrpaMMHOE JieueHue HeipobiacToM
u apyrux GD2-mo3UTUBHBIX OITyXoJiei (pak MOJIOYHOM
KeJie3bl, MeJlaHOMa, capkoMa KOCTeil M MSITKMX TKa-
Heli, rmobaactoMa U Ap.) [9]. ExerogHo konmyecTBO
nuarHo3oB GD2-mo3uTUBHBIX OMyxoJieil pacteT OoJiee
yeM Ha 200 TeICc. ciaydaeB. CienyeT OTMETUTh, YTO JdaH-
HbIE OIYXOJM XapaKTEepPU3YIOTCS BBICOKOW 4YacTOTOM
cmeptHOCTH (20—80 %) m ot 60 mo 100 % mamueHTOB
¢ GD2-1o3uTUBHBIMU OIMYXOJSIMU (B 3aBUCUMOCTU OT
TUIa 00pa30BaHusl) SBASIOTCS KaHAUAATaMU IJIs1 TpUMe-
HeHust GD2-crnenubUyHBIX MMMYHOTEPaneBTUYECKUX
MetonoB. [IpakTryecku Bce HElpoOJACTOMBI TMITEPIKC-
npeccupytotr ranravo3un GD2 Ha ypoBHe 5—10 MaH
MOJieKy1 Ha KieTky. C BBeACHHEM B KOHCOJIUAALMIO
aHTU-GD2-MOHOKIOHATBHBIX aAHTUTEJ] Yy TallMeHTOB
C HelpoOJaCTOMOI TPYTIIBI BBICOKOTO PUCKa 3HAYUTE b~
HO YBEJUYWJIaCh JOJTOCPOYHas BBLKUBAEMOCTb, 3a 10 jeT
HabMofeHusT ObUIO BBISIBACHO BCETO JIMIIb HECKOJIbKO
peluAUBOB. Y MalMEeHTOB, MEPBUYHO CTPATUDUILIMPO-
BaHHBIX B IPYTITY BBICOKOTO pUCKa pelUanBa, MoKa3aTelb
5-neTHel 6e3peuINBHON BbIKMBAEMOCTH 10 UCIIOIb30-
BaHUS MpernapaToB MOHOKJIOHAJIbHBIX aHTUTEJT COCTABIISIT
13—30 %, wucnonb3oBanue aHTU-GD2-crienmbuIHbIX
AHTUTEJ TMO3BOJUIO YBEJWYUTh 3TOT IIOKaszaTesb 10
56—62 %, 4TO MPUBEIO K TOBBIIICHUIO YPOBHS OOIIEi
5-jieTHei BekuBaeMocTy 10 80 % [9].

[lyonukanuii o KoauyecTBeHHON 3kcnpeccun GD?2
Ha KJieTKax He(poOJacTOMbI Ha CETOIHSIIHUI IeHb HET,
Kak ¥ uH(popMaluru o0 UCIOIb30BaHUMU MPU ITOM 3a00-
JieBaHUU aHTU-GD2-HanpaBieHHON UMMYHOTEpaIuu.

B crarbe mipencTaBieH KIMHUYECKUU MpuUMeEp
GD2-no3utuBHOM omnyxoau BunbMmca, B Tepanuio KoTo-
poii ObLIO BKJIIOUEHO McIoab3oBaHue aHTU-GD2-MoHO-
KJIOHAJbHBIX aHTUTeN. [J1aBHasi pojib aHTUTEN 3aKjIoya-
eTCsl B YHUUTOXEHUU KJIETOK ITyTeM aHTUTEI03aBUCUMO
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KJIETOYHOU LIMTOTOKCUYHOCTU. DTOT MPOLIECC OCYIIECT-
BisieTcs: NK-kjieTkaMu 1Mo KJacCUYECKOMY MeXaHU3MY,
BBI3BIBAIOIIEMY Kacla3a3aBUCHUMBbI aromnrto3. Takxke
B HEM y4yacTBYIOT Makpodaru u HeuTpodubl, KOTOpbIe
JIECTBYIOT 4epe3 (parouuto3, TPOTOLUUTO3 U TIPSIMYIO
LIMTOTOKCUYHOCTD [10]. AHanu3y MoaBepriaiuch UMMYHO-
rpaMMBbl, BKJIIOYAlOIIME CYOMOMYISIIUU JTUMOOLUTOB,
(pYHKLIMOHATbHbIE aHAIU3bl LUTOTOKCUYECKUX T-TUM-
¢GouunToB U (HeHOTUTHI TUM(POLIUTOB.

Kimnuueckuii coryvaii

Y 0eeouru 2 nem 6 konye dexadbpa 2019 e. no dannvim
KOMNAEKCHO20 00Cc1e008aHUss OUACHOCIMUPOBAHA ONYXO01b
Bunavmca caesa, IV cmadus, memacmamuueckoe nopaxcerue
neexkux. Tucmonoeuuecku Obin 8epuguuuposar 64acmeMmmblil
eapuanm cmpoerus Hegppoonacmomnl. C aH8aps no okmsops
2020 e. ona noayuana KoMnieKcHoe nedeHue co2iacHo npo-
moxony Umbrella SIOP RTSG 2016: nposedenvt Heoadsro-
eanmuasn noauxumuomepanus (I1XT), onepamusHnoe seue-
Hue (HeghpadeHanrskmomusi creea), Kypc Ay4eeoil mepanuu
Ha 1€y NOA0BUHY OPIOWHOU NOAOCMU U NAPAKABANbHblE
aumgpamuueckue yaavl u adstosanmuasn I[IXT. Yepez 2 mec
nocne 3asepuienus aeuebHoll npoepammbl y 0e80YKU NOSA8U-
auch xHcanobvl Ha odviuky. Ilpu penmeenoepaguu opearos
2PYOHOIUl KAemKU 8bl6AeHA KAPMUHA 1€60CHOPOHHEe20 Nies-
puma. Ilpu yumonoeuueckom ucciedo8anuu NAE8PAAbHOLU
acudKocmu oOHapyicenvl Kaemku Hegpoobaacmomnl. /loo6-
cnedosanue 8 ycao08usx NPOPUAbHO20 CMAYUOHAPA NOKA3AN0
Haauyue y pebenka peyudusa 310Ka4ecmeeHHo2o 3a001e6a-
HUSL C NOPAdICEHUEM 1€8020 2eMUMOpaKca (0nyxoab ucxooura
u3 nesoeo Kynoaa ouagpaemot). Hauama npomusopeyuous-
Has mepanus no npomokoay Umbrella SIOP RTSG 2016
ons epynnot BB. B mapme 2021 e. évinoaneno yoaneHue
peyudusHoll 0nyxoau ¢ pesexyueil 16020 Kynoaa ouagpae-
Mbl U HUMCHell doau nesoeo neekoeo (89, S10), onyxonesbix
V3106 Ha KOCMANbHOI naespe caesa. Jlaree npogeder sman
svicoxodosnoll T[IXT ¢ mpancnaanmavueil eemonosmuye-
CKUX CMB0A08bIX KAEMOK C nocaedyroujell Ay4eeoil mepa-
nueil Ha NOCACONEPayuoHHyIo0 06aacmo u aeekue. Pemuccus
npodoaxcaracy 5 mec. Ilpu koumpoabHoMm o06caedosanuu
6 cenmsope 2021 2. duaeHocmuposan peyuous 8 1e60M 2eMi -
mopakce: N0 KOCMAAbHOU Njieepe creea Ha YypogHe 3adHe-
00K06020 ompe3ka 7-20 peOpa 8viieneH y3ea pasmepamu
32 x 19 mm, KOmopbLil WUPOKO npusedican Kk ouagpaeme, be3
npuU3HaKoe npopacmanus 6 oprowHyo nosocms. C yuemom
nepeuuHo-pehpaKkmeprozo 3ab601e8aHUs O0egouke Hayama
[IXT 3-ii aunuu. B kauecmee 10KaabHo20 smana 8 okmsope
2021 e. 8binoaneHvl pemopaKomomus cieéa, 010K -pe3eKyus
2PYOHOU CMeHKU caeea, yoaneHue o4aza NO KOCMAAbHOU
naegpe, eunepmepmu4eckas Xumuonepysus nieeparbHoll
noaocmu yucnaamunom, 6 anpene 2022 e. — pemopakomo-
MUus caeea, yoanrenue Memacmasos U3 18020 1e2K020, HUIC-
Hs5 1009KMOMUS.

Ircnpeccus GD2 6 o6pazyax onyxoau Obiaa uccaedosa-
Ha MemoOoM NPOMOUHOU UUMOMEMmPUU C UCHOAb308AHUEM
aumu-GD2-aumumen (Clone 14G2a, BioLegend, CA, CIIIA).
IIpomokon uccredosarnus exkarouan 6 cedss 3 amana: dezaepe-
2ayuio onyxoneeoeo mamepuana ¢ nomouybio BD Medimachine
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System (BD Biosciences, CA, CIIIA) ¢ ueasx noayueuus
CYCNeH3Ul 0NYX01e8blX KAemoK, unkyoauuro ¢ aumu-GD2-an-
mumenamu U aHaau3 oopazya ¢ NOMOULbIO NPOMOUHOLO
yumogpayopumempa BD FACSCanto 10-Color Configuration
(BD Biosciences, CA, CIIA). Jlns kaxcdoeo onyxoneeoeo
00paszya UcnoAb306aaU HEOKPAUWIEHHbII U U30MUNUMECKUL
KOHmMpob. JlaHHble GHAAUUPOBAAU C NOMOUBIO NPOSDAMMHO-
20 ooecneueruss FACSDiva v9.0 (BD Biosciences, CA, CIIIA).

Koauuecmeennas sxcnpeccus 53moeo mapkepa cocmasu-
aa 58,2 % (puc. 1). [losoxcumenvras sxcnpeccus GD2 danra
B03MOICHOCHb BKAIOUUMDb 8 MEPANeBMUUECKYI0 NPOSPAMMY
npenapam mapeemHol UMMyHOMepanuu — OUHYmMyKcumao
oema (anmu-GD2-moHOKAOHAAbHOE aHMUMENO).

Puc. 1. Oyenxa sxcnpeccuu GD2-anmueena 6 memacmase 1€2K020 Memo-
dom npomouHoil yumogayomempuu

Fig. 1. GD2-antigen expression in lung metastasis by flow cytofluometry

Yuumuieas nonoscumenvuyro saxcnpeccuro GD2 na ony-
X01€8bIX KAeMKaAX, nayueHmke 0bla0 NpogedeHo O UUKA08
uMMyHomepanuu OuHymyKcumabom Oema 6 CcoYemaHuu
¢ 6 yuxaamu xumuomepanuu 4-iu aunuu (0okcopyouuyuH,
nakaumakcen). /s nepeoco u nocaedyloujux 66eoeHuil
Junymykcumaba bema  UCNOAb30BAHA  GHYMPUBEHHAS
8-uacosas ungysus npenapama Ha credyoujuil 0eHb nocae
3aeepuieHUss YUKAA peuHOyKUUOHHOU mepanuu 6 meyeHue
5 Oneit 6 cymmapnoii 0oze 100 me/m?. Jleuenue noemopsnocsy
Kaxcdvie 21—28 oneil.

bazosbie onpedensiemvie cyononyasyuu UMmMyHOPAMMbl
sKarHaru 6 cebs abCcoNtomHoe KOoAu4ecmso AUM@ouumos
U COOmHOUleHUue abCONMHO20 KOAUYeCm8a Hellmpopuios
u aumgpoyumos (neutrophil—lymphocyte ratio, NLR) kak
napamempsl, C813aHHbIE C KOAUYECNBOM AUMPOUUMO8 —
KAHOUeBblX YHACMHUKO08 UMMYHHO020 OM8ema npomue onyxo-
au (maba. 1) [8]. Cybnonyasayuonnuiii cocmae aumpouumos
nepugepuueckoil kposu npedcmaener T-aumpoyumamu
(CD3°CD19"), B-aumpouumamu (CD3-CD19%), NK-knem-
kamu (CD3-CD16*CD56%), a makxce manvimu cneyughu-
YecKUMU IPHEKMOPHbIMU U PecyAIMOPHbIMU  KAeMKAMU,
exaonas T, (CD4*CD25"¥"CD127*), NKT-nooobnuie
(CD56'CD3*), yo-T- (CD314%) u muenrouonvie kaemiu-
cynpeccopvl  (myeloid derived suppressor cells, MDSC)
(CD45*CD14*CD11b*CD33*HLA=DR-) [11—-13]. Dmu
CYOnonyasauUU UMMYHHbIX KAEMOK npedcmaesnsiom coooil gax-
MmuMecKull KAUHUMeCKUI U 1a00pamopHbLil UMMYHHbLIL OMEen.

Knuunyeckue Habntopenus // Clinical cases
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Taomuua 1. Baszoswvii ummyHHslll cmamyc nayueHmxu 00 XUMUO-
UMMyHOmepanuu

Table 1. Patient’s baseline immune status prior to chemoimmunotherapy

Mo nauana ummyHo-| Pedepentrbie
Cyonomny/sun KJIeToK Tepamuu, X 10°/a1 | 3navenns, x 10°/a
Cell subpopulations Prior to immuno- | Reference values,
therapy, x 10°/L x 10°/L
JIumbonuTs 0.76 1,131
Lymphocytes
NLR 8 1-3
T-knerounas cyonomyasms
T cell subpopulation
CD3*CD19~ (T-nmumdouutsr) _
CD3+CDI19- (T cells) 0,32 1,8-3,0
CD3"CD4" (T-xenrmepsr)
CD3*CD4" (T helpers) 2 Bl
CD3*CD4*HLA-DR" (akTH-
BUpOBaHHBIC T-Xenmeps) .
CD3*CD4*HLA-DR* (activated Bizes E
T helpers)
CD3"CD8" (uuToTokcude-
ckue T-1umbouuTsl) 0,082 0,45—1,08
CD3*CD&" (cytotoxic T cells)
CD3*CD8*HLA-DR" (akTu-
BHUPOBaHHbIE IIUTOTOKCHYE-
ckue T-1umbonuTh) 0,044 0,006—0,110
CD3*CD8 HLA=DR" (activated
cytotoxic T cells)
CD3"CD4"CD8" (nBoiiHbie
nostoxxutebHble CD4/CD8
T-numbouuTh) 0,008 0,002—0,041
CD3*CD4CDS§" (double
positive CD4/CD8 T cells)
+ + bright low

CD3"CD4*CD25&CD127 0,027 0,004—0,110

reg
Knert KH-CYNPECCOPbI MUEJIOUAHOIO MPOUCXOXKICHUA

Mpyeloid-derived suppressor cells
CD45*CD14*CDI11b*CD33"*

HLA DR~ (MDSC) 0,73 -

NK cyonomynsius

NK subpopulation
CD3-CD16" u/unu CD56*
(NK-knerkn)
CD3-CDI6* and/or CD56 0,079 0,18-0,43
(NK cells)
D3*CD16" u/umu CD56*
(NKT-ksetku)
CD3*CD16" and/or CD56*
(NKT cells) 0,004 0,002—-0,216
CD314 (yo-T-kneTkn)
CD314 (6 T cells)

B-kieTounas cyonomysiust
B-cell subpopulation

CD3-CD19" (B-tumboriuTsr) 0.35 0.240—0.595

CD3-CD19* (B cells)

Note. NLR — neutrophil—lymphocyte ratio.

Ilpu onpedesenuu ummynHo2o cmamyca, npoeooUMO20
Ha hoHe XUMUOUMMYHOmMeEPanuu, Obial OUyeHeHbl CAeOVIoulUe
uupKyaupyrouue cyononyasyuu: yumomokcu4ecxkue sggex-
mophole CDE+ T-aumgpouumest, axmueuposantvie CDE*
T-knemxu, NK-, NKT-nodobusie xnemku, yo-T-kremku
(GD), nguMDSC[I4—]6].

Ha ocHose nonojcumensuvix u OmMpuyamenvHulx Kop-
peasiyuil.  anocmepuopHo UMMYHHble napamempsl Oblau
pacnpedenervl Ha 2 epynnvl ¢ 00PAMHOU 3ABUCUMOCIbIO!
epynna, cocmosauas u3 aOcoaiomHo20 KOAU4ecmeda AuM-

m Goyumos,  doau  IphexmopHbix  YUMOMOKCUHECKUX
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T-knemok cpedu écex T-kaemok, doau NKT-nodobHuix kae-
mok (CD3*CD56"), doau yo-T-knemok cpedu aumgoyumos
u epynna c obpammolii Koppeasyueil, exarouasuias NLR, Treg,
MDSC, doarw axmusuposannvix HLA-DR*CDS8"-kaemok
cpedu CDE*-knemok u doaro CD3-CD56*CD16" NK-kae-
mok cpedu aumghoyumos [17].

Y nayuenmru npu usyuenuu UHULUANBHOL UMMYHOSDAM-
Mbl 8blAGACH UMMYHOCYNPECCUBHbII NAMMEPH C 6bICOKUM
snavernuem NLR, konuvecmeom MDSC, T, oo U HU3KOU donell
apgexmopnvix yumomokcuueckux T-kaemok, a makxoice
NKT-nodobnuix u yo-T-kaemox. Imo ovi10 cés13aH0 ¢ nped-
AEHeHHOCMbIO NAUUEHMKU U PA36UMUEM ) Hee 8MOPUYHOO
UMMyHoOehuyuma.

C sKaouenuem onyuu XUMUOUMMYHOMEPAnuU 00303d-
BUCUMO20 UBMEHEHUsl YPOGHEll OUEHUBAEMbIX NAPAMEMpPOs
UMMYHHOU cucmeMmbl He Habadanrocs (puc. 2—5).

NKT-nogo6Hble knetkmn
NKT-like cells

SddekTopHble CD8*-KneTkn
Effector CD8* cells

y&-T-kneTkn
yé T cells

NumdounTbl

Lymphocytes MDS¢

NK-knetku
NK cells

reg

AkTuBMpoBaHHble CD8*
Activated CD8*

Puc. 2. baszogwiii ummyHocynpeccugHolii NammepH UMMYHOPAMMbL NAUU-
eHmKU

Fig. 2. Baseline immunosuppressive pattern of the patient's immunogram

2

1,5
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0 —
[lo Tepanuu 1-nKypc 2-NMKypc 3-WKypc 4-MWKypc 5-MKypc 6-1 Kypc
Before therapy ~ 1* course 2™ course 3" course 4" course 5% course 6" course
e [TAMPOLNTI NKT-nogo6Hble KneTtku
Lymphocytes NKT-like cells
e JPPEKTOPHBIE CDB*-KNETKN y&-T-KneTku
Effector CD8" cells y& Tcells

Puc. 3. Junamuxa ummynoaxmusupyouwux cyononyaayuii UMMYHHbIX Kie-

mok (x 10°/)
Fig. 3. Dynamics of immunoactivating subsets of immune cells (x 10°/L)

Pe3yabraTel u X 00CyXKIeHHe

IlpencraBieH KIMHUYECKUI Cilydail MallMeHTKU
¢ GD2-mo3utnBHOM omyxoybio BuiibMca, IToTydInBIIEi
npenBapuTesibHOe WHTEHCUBHOE JiIeYeHUE C ITOMOIIbIO
MYJIBTUMOJAbHOM TTPOTUBOOITYXO0JEBOM Tepanuu (B TOM
YUCJIe ¢ BKIOYEeHeM onuuu Beicokoao3Hoii ITXT ¢ ayto-
TpaHCIUIaHTALUeH TeMOIO3TUYECKUX CTBOJIOBBIX KJIETOK)
1 UMEIOLLEH B CBSI3U C 3TUM INTyOOKOE MOJaBIeHUE UMMYH-
Ho# (yHKLMKU. MHULIMATBHO 10 MPOBEAEHUS UMMYHOTE-
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Fig. 4. Dynamics of immunosuppressive subpopulations of immune cells
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Fig. 5. Dynamics of NLR

panuu TUarHOCTUPOBaHA JTMM(OTIEHUSI, B UMMYyHOTpaM-
Max HaOIIomaeTCsl OTYETIMBBIA MMMYHOCYITPECCUBHBIM
marrepH. HecMoTpst Ha CHIDKeHME MMMYHUTETa, Ha (hOHE
MPOBEICHUS XUMUOMMMYHOTEPANUM  (XUMHOTEPAITUS
4-i1 muauM U aHTU-GD2-MOHOKIIOHAIBHBIC aHTHUTENA)
y TIAIIMEHTKM COXpaHsUIach MmojiHast pemuccus. I1porpec-
cupoBaHUe 3a00JieBaHUsI HACTYIIMJIO yepe3 1 Mec 1mocie
3aBepIlIeHUs MAHHOTO ATama JiedeHWs. B xome aHamm-
3a TWHAMMKUA WMMYHHOTO CTaTyca Bce HaOIiomacMble
ImapaMeTphl, CBSI3aHHBIE C HEOJArOMPUATHBIM HCXOIOM
3a00JIeBaHMsI, 2 UMEHHO KOJTNYECTBO Trcg n MDSC, 6bu1n
Ha HU3KMX YpOBHSX. MCKIIToueHre coCTaBMII ITOKAa3aTe/lb
NLR, xoTopslii nipeBbilag HOpMYy B 3—4 pasza. Kpome
TOrO, TOCJe 2 KypCOB XMMHOMMMYHOTEpAIIMU YBEJIM-
yuiaoch konmdecTBO NK-kietok (CD3-CD167CD56%)
n aktuBupoBaHHbIX HLA"DR*CDS8*-keTok.

B mocnenyromiem, HecCMOTpsT Ha yBeJIM4YeHUE Ha (poHe
XUMHUOMMMYHOTEpAMM yPOBHEH WMMYHOAKTHUBUPYIO-
X CyOmoIyIsiiuuii kiaeTok B 1,5—3,0 pasa (3a uckio-
yeHueM yo-T-KJIeToK), UMMYHOCYTIPECCUBHBIN MATTePH
JUMQOIIUTOB TaKKe pearupoBasl B CTOPOHY YBEJIMUCHUS,
OIHAKO TIOBBIIIeHNE ero rokazaTeneit (MDSC) Ob110 He
TakKUM 3HaYUMbIM. McCKIIIOYeHHEM SIBUIKCh ng—lcneT—
K1, KOJIMYECTBO KOTOPBIX MOBBICUIOCH BTpoe. JlaHHBIE
W3MEHEHMST COIYTCTBOBAJIM ITPOTPECCUPOBAHUIO 3JI0KA-
YECTBEHHOTO 3a00J1€BaHMUSI.

Takum oOpa3zom, B HallleM KJIMHUYECKOM CJTydae B X0/1e
HCTIOJIB30BaHUS TSI IOBBIICHUST 3(D(HOEKTUBHOCTH JIeue-
HUS TTACCUBHON MMMYHOTEPAK HEe YIAJIOCh ITPEOI0ICTh
UMMYHOCYNpecCUBHbIN Oapbep. Ho, yuuTbiBass TeHOeH-
LIMI0 K BOCCTAHOBJICHUIO KOJMWYECTBA MMMYHOAKTHUBH-
PYIOLIMX CYOIOIyJsIIUiA, HEoOXOAUMO paccMaTpuUBaTh
BOTIPOCHI O Hayaje MMMyHoTrepanuu aHTu-GD2-MoHO-
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KJIOHaIbHbIMU aHTUTeNaMU G D2-1T03UTUBHBIX OIyX0JIei
B OoJiee paHHUE CPOKU (HEe Yy MpeaiedYeHHbIX MaleHTOB)
U MIPOIOIKUTEIbHOCTH JIEYEHUST KAK MUHUMYM 110 1 rofa.

Bo3MoxHO, B OyayiieM HeoOXoaumMo OyneT paccMmo-
TPETh 3a1a4¥ KOMOWHAIIMY C IMTOKUHAMMW, UMMYHHBIMU
abIOBaHTaAMU, TAPTeTHOM Tepanueil u/uim MHruouTopa-
MM KOHTPOJIbHBIX TOUYEK, YTOObI YCUIUTH 3((hEKTOpHbIE
dyHkuuu T-KJIETOK W/WAd UHTMOMPOBAaTb UMMYHOCY-
MPEeCCUBHbIE MyTU. B 3TOM KOHTEKCTe IS ONTUMU3a-
MU KOMOMHAIIMM XMMMOMMMYHOTEpPAIIMu MOTYT OBITh
KUCIO/Ib30BaHbl  BBISIBJIEHHbIE WMMYHHBIE  MapKephl
B MUKPOOKDPYXXEHUU OIyXOJU (€CAM OHU JTOCTYITHBI)
/WU CUCTEMHBbIE UMMYHHBIE MapKepbl Tepudepuye-
cKkoii KpoBU. JIOrMYHBIM 00bsiICHEHHEM 3(PHEKTUBHOCTU
SIBJISIETCS] MPUMEHEeHNe MMMYHOTeparnuy Ha paHHUX CTa-
nusix 3a0oseBaHusl, KOrJa OmyxoJsieBas Harpy3ka MUHM-
MaJlbHa, HalpuMep, B Ka4eCTBe aIblOBAHTHOIO JICUSHUS
y HNalMEeHTOB C BHICOKMM PUCKOM pPelUIMBa WIM MUHU-
MaJIbHBIM KOJIMYECTBOM METaCTa30B.

WMHureprniperaniusi pe3yabTaToB MMMYHOMOHUTOPHWHTA
B HacToslllee BpeMsl MMEET HEKOTOpble OTrpaHUYEHUS:
HEeOCTaTOYHbIE 3HAHUSI O CJIOXKHBIX B3aMMOJEUCTBUSIX
MEXIY MUKPOOKPY>XEHUEM OIyXOJd U UMMYHHOM CHUCTe-
MOIi, OTCYTCTBUE MH(bOPMALIUU O OMOMapKepax, KOTOpbie
MOTI'YT OBITh MIPOCTO CYPPOraTHBIMU MOKa3aTeasIMU OO11Ie-
IO COCTOSIHUS TAallMeHTa, U OTCYTCTBUE CTaHAapTU3ALUU
ucciaenoBanus. Mzyuas nutepatypHble JaHHbIC U MOTydast
KJIMHUYECKUI OIbIT, UHTEPITPETALIMS UMMYHOJOTHYECKUX
Pe3yJIBTaTOB MOXET MEHSIThCS 1axke PETPOCIIEKTUBHO.

MMMYHOMOHUTOPUHIOBbIE  aHaAW3bl  OOJIaaloT
MOTEHIUAJIOM i1 BBISICHEHUSI WMMYHOJOTUYECKUX
MEXaHU3MOB MPOTUBOOMYXOJEBOW HMMMYHOTEpanuu,
MOHUTOPUMHIa MPOrpeccupoBaHus 3aboeBaHus U 0TOOpa
MOTEHIUAIbHBIX KAHIAUAATOB JUIS1 TAKOTO JIeUeHUsI. XOTs
HEKOTOpbIE METOJbl MPOJEMOHCTPUPOBAIM MHOT000E-
LIAOIILYI0 KOPPEJSILIMIO C KIMHUYECKUM UCXOI0M, 00JIb-
LIMHCTBO aHAJIM30B UMMYHHOTO CTaTyca Ha CETOIHSILIIHUI
JIeHb HE CMOIJIM HaJeXHO BBISIBUTb MPOTHOCTUYECKUE
Mapkepbl. OOHaaeXMBaIOLIMe TTOAX0Abl K UMMYHOMOHU-
TOPUHTY HalpaBJeHbl Ha BbIICHEHUE CIIEUMMDUYHBIX IS
nayeHTa UMMYHHBIX Mpoduieid, 0XBaTbIBaIOIIUX MHO-
KeCTBO (DeHOTUINMUYECKUX U (DYHKIIMOHATBHBIX aCIIEKTOB
WUMMYHHOU CUCTEMBbI, KOTOpbIE MOTYT JIy4llle KOppesau-
poBaTh C KIMHUYECKUMU OTBETAMU Ha UMMYHOTEPAIUIO.
TeMm He MeHee pas3MyMsl B CUCTEMHOM M OITyXOJIEBOM
MMKPOOKPYKEHUU OCTAlOTCSl 3HAUUTEIbHBIM IPEeMnsiT-
CTBUEM IPU UHTEPIIPETALIMU PE3YJBTATOB UMMYHOMOHMU -
TOPUHTA.

B 3aBucuMOCTU OT MexaHMU3Ma AeHCTBUSI UMMYHOTE-
paneBTUYECKOro BMellaTebCTBa METOAbl MOHUTOPUHTA
TYMOPaJIbHOTO OTBeTa (TUTPHl AHTUTEI) MOIYT OBITh
MPeaNnoYTUTEeIbHEEe METOAO0B, OLIEHUBAIOIIMX WUHAYKIIMIO
U pyHkiuio antTureHcneuuduuHsix T-kiaetok. Ho deHo-
TUNUPOBaHKE TUM@POLUTOB CIYXKUT OYeHb THOKUM METO-
JIOM, MO3BOJIAIOIINM OLIEHUTh KakK 3¢ (EeKTOpHbIE, TaK
U PETYISTOPHbIE MOMYJISLIMA UMMYHHBIX KJIETOK, KOTO-
pble BIMSIIOT Ha peaklMIo MalKeHTa Ha UMMYHOTEpAIuIo.
YuutbiBasi OBICTPOPACTYIILYIO POJb HWMMYHOTEHETUKU
B HCCJIEIOBAaHUSIX, BEPOSITHO, YTO BTU METOMAbI BCKOpE

Knuunyeckue Habntopenus // Clinical cases
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OyIyT MUCIOJB30BAThCS IS N3YUYECHUST KPUTEPUEB 0TOOpa
MalMEeHTOB [JIST KOHKPETHBIX MMMYHOTEpPAIIEeBTHUECKIX
BMeEIIATETbCTB.

OmHako B HacTosIIee BpeMsi HambOoJjiee IeJTOCTHBIN
TMOIX0A K MOHUTOPUHTY peaKIMU MalllieHTa Ha UMMYHO-
Teparuio BKIII0YaeT KOMOMHAIINIO U aHAJIN3 HECKOJIBKIX
HE3aBUCUMBIX OMOMapKepoB OTHOBPEMEHHO, KOTOPEIE
B COBOKYITHOCTH MOTYT OTpakaTh MMMYHHBINH (PEHOTHII.
XOTST TIOMCK MPOTHOCTUYECKUX MMMYHHBIX OMOMapKe-
pPOB UMMYHOTEpAITNU ellle He 3aKOHYCH, YK€ TTOSTBUIIOCH
MHOXKECTBO HaIpaBIeHW W pa3pabOTOK MeXaHM3MOB
MNMMYHOTEpaIii, OTBETOB Ha TepalleBTUYECKUE BMe-
IIaTeJIbCTBA M IMPOTHO3WPOBAHUS. YUUTBIBAsST OTPOMHOE
pa3HoOOpa3e MMMYHHBIX CHUCTEM M peaKInii YeJloBeKa,
HeOoOXOAVMBI JJOHTUTIOAHBIE UCCIIEI0BAHNSI, YTOOBI Olle-
HUTh WMMYHOJOTUUYECKAE W3MEHEHHUS, ITPOUCXOISIINE
B TIpoliecce 3a00JieBaHUs, JEUCHUS W IUHAMUYICCKOTO
HabmoaeHus. Kpome Toro, tTakue MeTOAbl CUCTEMHOTO
aHaJIM3a, KaK Macc-IIMTOMETPHSI, TTIO3BOJISTIOT pa3IndaTh
W aHAJIM3UPOBaTh BCE ITOMYJSIINUA WMMYHHBIX KJIETOK
B JaHHOM 00pa3sIie KPOBU B IIEJISIX BEISIBJICHUST CKOOPIU-
HUPOBaHHBIX U3MEHEHUI BO BCEX KIJICTOUHBIX ITOYIISIINSX.
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3akmoueHnue

WUMMyHHBIE peakluud — 3TO BCerjga corjlacoBaHHas
accouMalus MHOXeCTBa CIelMaTu3UPOBAaHHbBIX KJIETOY-
HbIX TOMYJSLWI, B3aUMOAECHCTBYIOIIUX MOCPEACTBOM
MPSIMBIX BO3JAEUCTBUII U CEKPETUPYEMBIX LIMTOKUHOB
W IPYTUX MEIUAaTOPOB.

IIporpeccupoBaHue oONyxoJu U €€ MOJEKYJIsIp-
HblE XapaKTEePUCTUKU OKa3bIBAlOT pa3UUyHOE BIIMSI-
HUe Ha OCHOBHBIE CYONMOMYJISUMKA MMMYHHBIX KJIETOK,
1 HAaoOOPOT, pa3JUYHbIE COOTHOLLUEHUST CYOMOIyJISILINiA
MUMMYHHBIX KJIETOK M WX TOJSIpU3alMs WU COCTOSTHUE
aKTUBallMM MOTYT TMO-Pa3HOMY BJIMSITb Ha MPOTPeccupo-
BaHUE OITyXOJIM, €€ OTBET Ha Teparnuio U BbIKMBAEMOCTh
nauuveHTa. Bce monbITKM naeHTUPUIIUPOBATh HAlEXKHbIA
MPOTHOCTUYECKUI MMMYHHBII Mapkep IToKa MPUBOIST
K MPOTUBOPEUYUBBIM pe3yJbTaTaM, YTO MOXHO OOBSICHUTh
3HAUUTEJIbHBIM (DEHOTUTTUYECKUM U (DYHKUIMOHAJIBHBIM
pa3HoOOpa3ueM MMMYHHBIX cyonomynasuuii. KomouHa-
LIS OMpeesIeHHBIX MapKepoB ¢ JIPYTMMU MapKepamMu
MMMYHHOTO OTB€Ta 3HAYUTEJbHO TMOBBIIIAET TOYHOCTh
MPOTHO3a, OJHAKO JJISI 3TOr0 HEOOXOAMMBI JajibHelIIe
MPOCITEKTUBHBIE NCCIIeIOBAHUSI.
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Urothelial carcinomas are extremely rare in pediatric patients. Unlike in adults, exogenous risk factors do not play a leading role in the
development of this disease in children. This article presents a clinical case of urothelial bladder carcinoma with a relapsing course in
a 10-year-old patient.
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BBenenue

CTpyKTypa OHKOJOTMYECKOI 3a001€BaeMOCTU 3HAUU -
TEJbHO OTJIMYAETCS BO B3POCJION U AETCKOM MOMYISIIUSIX.
HawubGonee pacnpocTpaHeHHbIMU — 3J10KaY€CTBEHHBIMU
OITyXOJISIMU Y B3POCJIBIX SIBJISIIOTCS KAPLIMHOMA MOJIOYHOM
XeJe3bl, JIErkoro, 000J0YHOU U MPSIMOM KMILIKU, TPe-
CTaTeIbHOM XKeJe3bl, a TAKXKe 3JJ0KAaYeCTBEHHBIE OITyXOJIU
KOXKH, 32 UCKJIIOUEHUEM MeJIaHOMBI [ 1, 2], B TO BpeMsi Kak
cpenu neTeil Haubosiee pacHpocTpaHeHbl IeMo0JIacTo-
3bl, HOBOOOpPa30BaHMSI T'OJOBHOTO M CIIMHHOIO MO3ra,
HelipobaacToMa, HepobacTomMa, CAapKOMBbI MATKMX TKa-
Heli, 3JI0KaueCTBEHHbIE OMYyXOJU KOCTeil (ocTeocapkoMa
u capkoma lOunra), peruHo6JacToMa, TepMUHOTEHHO-
KJIETOYHbIE OTyX0Ju [3, 4]. 3oKauecTBEHHbIE HOBOOOPA-
30BaHUSI, XapaKTepHbIE IJIS1 JUIl CPEIHEro U MOXWJIOTo
BO3pacTa, y IEeTe BCTPEYaAIOTCsl KpalHE PEeaKo: 4yacToTa
BCTPEYAEMOCTUA KAapLIUHOMBI MOJIOYHOW XKeJe3bl y AeTei
cocranisieT 0,03 cayyast Ha 100 000 yenoBexk [5], Konopek-
TajabHOM KapuuHoMbl — 0,13 Ha 100 000 [6], aneHOKapIIM-
HoMblI terkoro — 0,5 Ha 100 000 [7].

KapruuHoMbl MOueBOro my3nipsi 3aHUMaT 10-e MecTo
B CTPYKTYPE OHKOJIOTUYECKOI 3a00716BaeMOCTH T10 BCEMY
mupy [8], 6osee 90 % ciaydyaeB IpeacTaBICHO ypOTeInuab-
HBIMU KapiyrHoMaMH [9]. B To ke BpeMs y neteli JaHHbBIE
OITyXOJIM BCTPEYAIOTCS Ype3BbIYaiHO PENKO: pacpocTpa-
HEHHOCTh YPOTEIMaJbHON KapLUMHOMBI Cpeau JUIL IO
20 ner cocrasiuser 0,003 % [10]. B HacTosiueii craTbe
MPUBOIMUTCSl OMUCAHUE KIMHUYECKOIo cjydasi ypoTe-
JIMAJIbHOM KaplLIMHOMBI MOYEBOro my3bips y 10-1eTHeit
MaleHTKH.

Knunanveckwuii coryvaii

Jesouka, 10.1em, nocmynuaa c ycarobamu Ha noseneHue
Kposu 6 moue, nepuoduyecKue 20A080KPYICeHUs, INU300b
CHUJICEHUs. apmepuanbHoeo dasenenus. [layuenmka nabar-
daemcs y 3HOOKPUHOA02a 8 C8A3U C CAXAPHbIM duademom
1-20 muna, debromuposasuieco 6 eozpacme 7 sem ¢ msice-
1020 Oduabemuueckoeo Kemoauudosa. Ilomumo >moeo,

Y nayuenmxu Obia GblAGAeH AYMOUMMYHHbIL Mupeououm,
HA3HA4eHa mepanus 1eOMuUpoOKCUHoM 6 003uposke 50 mKe.
Mencmpyayuu — ¢ 10 aem.

[Ipu eocnumanuzayuu 6b110 8bINOAHEHO YAbMPA3EYKOBOE
uccaedosanue (Y3U) opeanoe manroeo masa, nouex, moue-
6020 ny3vips. bvlio 00Hapyiceno monKocmeHHOe U303X0-
2eHHoe obpaszosanue pasmepamu 24 x 26 mm, ¢ eOUHUMHbIMU
cocydamu, pacnoaazaroujeecs no 3a0Hell CMeHKe Mo4e6020
nysvips. Ilpu nposedenuu yucmockonuu OvlA0 8bl81€HO
oKpyenoe obpazosarnue pasmepamu 2,5 X 2,0 X 1,5 cm 6e3
MAKPOCKONUYECKU OnpedensiemMoli <HOJUCKU», cepogamo-Ko-
DPUUHeB020 ygema, NOKpbimoe epo30be@UOHbIMU Oaxpomua-
motmu cmpykmypamu (puc. 1). Beudy 6oavuiux pasmepoe
H08000PA306aHUS ObIAO NPUHAMO pelleHue 0MKAa3amucs Om
€20 YUCMOCKONU1ecK020 YOaneHus 6 noab3y AanapomomHo2o
docmyna.

Puc. 1. Makpockonuueckuii 6ud Hosoobpasoeanus

Fig. 1. Macroscopic appearance of the neoplasm

Ilpu eucmonoeuueckom uccaedosanuu 06pasosanue Ovi10
npeocmasneHo NAnuAAPHLIMU CMPYKMYPAMU, 6blCIMAAH-
HbIMU MHO20CAOUHbIM dnumenuem (bonee 20 croeé Kiemok
6 omdenbHbix noasx 3penus). Heonnacmuueckue kaemku
0eMOHCMPUPOBANU BbICOKYIO CHENeHb S0epH020 NOAUMOP-
@uszma, evipadcenHvle 6a30QunbHble AOPLIUKU, BU3VANU3U-
POBANUCH MHO20UUCACHHbIE MHO20SI0EPHble KAeMKU U KAem -
KU ¢ YKPDYNHEHHbIMU 2UNEPXPOMHbIMU s0pamu, 00abuloe
KOAUuecmeo anonmomuvecKux meney u MUmomu4ecKux
Queyp, 6 mom uucse amunuunolx (puc. 2). Mumomuueckas
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aKkmueHocmos no yposHrw akcnpeccuu Ki-67 cocmaensina
10—15 %. Ilpu umMyHOUCMOXUMUHECKOM UCCAC008AHUU
8 ONYxX0e6bix KAemkax ovlaa evisenrena sxcnpeccus GATA3,
CK7, CK20. JlocmosepHbix npusHaKos uHeasuu 6 coocmeeH-
HYI0 NAGCMUHKY, G MaKjce cocyOUucmoil UHBA3UU BblsIGAECHO
He 0bL10, 8 MOM HUCAe NPU 2UCHOXUMUYECKOM UCCA008aHUU
¢ ucnoavzosanuem PAS-peakyuu, ummynocucmoxumuue-
cKkom uccaedosanuu ¢ anmumenamu kK SMA, CD34. Takum
obpasom, Obln ycmanogaeH OUaeHO3 HeUHBA3UBHOU NANU-
AAPHOU YPOMEAUANbHOU KAPUUHOMbL MOYEB8020 NY3bIPSL BbICO-
Koli cmeneHu 3n0kauecmeennocmu (high grade) (WHO/
ISUP 2022), pTa.

a 0

Puc. 2. [ucmonocuueckoe uccaedosanue: a — nanusisphvie cmpyKmypol
6 mkanu onyxoau, X 100; 6 — onyxoneguiii snumeauii, popmupyrouuii caou
moawunoti 10—20 kaemok, X 200; 6, ¢ — BblpadiCeHHbll NACOMOPPUIM
6 MKAHU ONYXonu ¢ QOpMUPOBAHUEM 2ULAHMCKUX MHOOSI0EPHbIX KAEeMOK,
makce obpawaem Ha cebs 6HUMAHUE BbICOKAS MUMOMUYECKAs aKMU6-
Hocmb, X 400. Okpawuanue 2eMamokcUAUHOM U 303UHOM

Fig. 2. Histological examination: a — papillary structures in the neoplastic
tissue, %X 100; 6 — neoplastic epithelium forming layers 10—20 cells
thick, x 200; 6, ¢ — brisk pleomorphism, giant multinucleated cells and high
mitotic activity in the tumor tissue, X 400. Hematoxylin and eosin staining

Cnycms 2 mec nocie OnepamueHo20 emeuamenbcmed
Oblia  6bINOAHEHA MACHUMHO-PE30OHAHCHAS  momoepaghus
0peanos Manoeo masza ¢ Kowmpacmuuim ycunrenuem. He
OblA0 B6bISIBACHO NPUSHAKOE HAAUMUSL OCHAMOUHOU ONYXOAU
6 CIMeHKe MO4e8020 NY3bipsi, 00HAKO 8 C853U ¢ OMCYMCMEUEM
CIMPYKMYP MbLULEHHO20 CA0S 8 UHUUUANLHOM ONePAUUOHHOM
mamepuane 0biA0 NPUHAMO PeUleHUe 0 BbINOAHEHUU Onepa-
yuu second-look 6 obseme mpauncypempanrvHOU pe3eKuuu
MOUe8020 NY3bIPsl 8 UEASX YIMOUHEHUS cmaduu 3a001e8aHUS.

B pamkax nodeomoexu k onepauuu 0Obvira 8vinoaHeHa
NO3UMPOHHO-IMUCCUOHHASL  MOMO2papusi,  COBMeUjeHHAs
¢ KOMNbIOMEPHOI momoepaghueil, npu3HaKos Hatu4us ony-
X04e6020 npouecca uia6aeHo He 0bi10. Cnycms 4 mec nocae
nepeoeo onepamueHoc0 eMeuamenscmea Oviia nposedeHa
emopas onepauusi, 6 xode Komopoil 6 obnacmu hnepexoda
3a0Hell CMeHKU MO4e6020 Ny3buipsi 8 OHO OblA0 0OHAPYICEHO

4’2025

TOMNOL. 12

2 HOBbIX 00PA308AHUS NANUAAIAPHO20 8UAA 00 § MM 6 duame-
mpe. bouiu evinoanenst mpancypempanvbhas pe3exkuyus oopa-
308aHULl C 3AX6AMOM MbIUEHHO20 CA01 CHEHKU MO4e8020
ny3vlps, a MaKice ucceyerue nocAeonepaylioHHoil ooaacmu
Ha 3a0Hell CMmeHKe MO4e8020 NY3bips U MHONCeCMEEeHHAs
ouoncus e2o causuUcmoll 000404KU 8 004acmu mpeyeoabHU-
Ka Jlvemo, eepxyuiku, npaeoii, 1e6oil U nepeoHell CMeHoK
Mouesoeo nyswipsa. Ilpu eucmonoeuueckom uccredoganuu
obpazoeanus ObiaU npedcmasaenvl NANUANAPHBIMU CIPYK -
mypamu u3 8biICOKOAMUNUHHO20 MHO20CAOUH020 SNUMeENUsl,
AHAN02UYHBIMU MAKOBbIM 6 NnepeuuHoll onyxoau. Kpome
mMo20, OmMe4anaco UHBA3Us ONYXoau 8 CyOInUmeaudnb-
HYH cmpomy 6e3 pacnpocmpanenus 8 Mblule4HyH0 000404KY
(puc. 3). B mxanax u3 nocaeonepauuoHHoll obdaacmu
U Mamepua.ne MHOMICECMBeHHOU OUONCUL CAUSUCMO 000404~
KU NPU3HAK08 ONYX0.1e6020 POCMA 8bi181eHO He 0blio. bbin
KOHCmMamupogaH nepewlii peyudus 3a004e6anus ¢ Gopmupo-
8aHUEM MblUeHUHO-HEUHBA3UBHOU YPOMeAUANbHOU KaAPYUHO-
mot, pT'1, TINOMO.

a

Puc. 3. [ucmonocuueckoe uccredosanue: a — nanuatsgpHvle CMpyKmypel,
BbICIAAHHbIE ONYXO0NEBbIM INUMENUEM C BbICOKOU CMENeHbI0 KAeMOHHO20
naeomoppuzma, x 200; 6 — 30Ha UHBA3UU ONYXOAU 8 CYOINUMENUANLHYIO
cmpomy, X 200. Okpawiugarue 2eMamokCcUAUHOM U 303UHOM

Fig. 3. Histological examination: a — papillary structures lined with neoplastic
epithelium with marked cellular pleomorphism, x 200; 6 — area of tumor
invasion into the subepithelial stroma, x 200. Hematoxylin and eosin staining

Cnycms 1 mec nocie 6mopoeo onepamuéHo2o emeuid-
MenbCmea 8biNOAHeHA MACHUMHO-PEe30HAHCHASL MOMOo2pagus
0p2aH06 MAN020 MA3a, NO nepedHell CMmeHKe MO4e6020 Ny3bl-
DA 8blsA6AeHA 30HA ymoaueHus pasmepamu 2,4 x 0,9x 1,5cm,
8 C853U ¢ HeM ObL10 NPUHAMO peuleHie 0 8bINOAHeHUU OUACHO -
cmuueckoil mpauncypempanvhoil pesexyuu. Mumpaonepayu-
OHHO 6 0baacmU OHA MO4eB020 NY3bIPsi OOHAPYHCEHbL MHOJICE -
CMeEeHHble 8OpCUHYamble 00pazoeanus ouamempom 6—8 mm,
Komopble OblaU pe3eyuposanbl ¢ NOOAEHCAUUM MblULEHHBIM
cnoem. B nocneonepauyuonnom nepuode nposodunace 6Hy-
mpuny3vipHas uncmuarayus 50 me odoxcopyouvuuna. Ilpu
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2UCMON0CUMECKOM UCCAe008AHUU 6 CAUUCMOU 000404Ke
MOUe8020 Ny3vipsi Obla 8blsGACH YOKYC pOCMA HEUHBAZUBHOU
NanUAASPHOU YPOMENUANbHOU KAPYUHOMbBL MOUEB020 NY3blPsL
8bICOKOI cmenenu 3noKkavecmeennocmu (high grade). Taxum
00paszom, bl KOHCMAMUPOBaH 6mMopoll peuudus 3a601e6a-
Husl.

Oo0cyxaeHne

B To BpeMsI Kak MUK BCTPEUAEMOCTH ypOTETUaTbHBIX
KapIMHOM Y B3pPOCJIBIX TTAIMEHTOB MPUXOIUTCS Ha BO3-
pact 60—70 met [11, 12], cpeaHmit Bo3pacT MalleHTOB
B MeAMATPUIECKOUN momysiiuu coctassieT 12,5 net [13].
Kak cpenn B3poCHBbIX IMAIlMEHTOB, TaK W CPeou IeTeit
OoTMeuaeTcsl 3HauuTeJbHOe (B 2—4 pasza) npeobagaHue
JIULL My>Kckoro roJa [12, 13].

K dakropam pucka pa3BUTHS ypOTeIUaTbHBIX Kap-
ILIMHOM OTHOCATCSI ynmoTpeOjeHue Tabaka, BO3JACHCTBUE
apoOMaTUYECKUX aMWHOB, MOHU3MPYIOIIETO W3JIyYeHUS,
XUMUOTEpaneBTUYECKUX TpernapatoB (Lukiodocgda-
mua, udochamua, 0ycyabgpaH, TEeMO30JOMUI), HATUINE
napasuTapHbIX MHbeKIM (Haubosee yacto Schistosoma
haematobium), a TakxXe ypOTeJUATbHON KapLUUHOMBI
Y POACTBEHHUKOB nepBoit uHuu [10, 13]. B nenuarpu-
YeCKOM TOmyIsuuu K (akropaM pucka TakKKe MOTYT
OBITb OTHECEHBI BPOXICHHBIE aHOMAJIUU MOYEBOIO
My3bIpsi, COCTOSTHME TIOCNie JICUEHUWST HacCJeACTBEHHOM
PETUHOOJIACTOMBI, @ TaKXKe HEKOTOPbIe HACJICICTBEHHbBIC
cunapombl (Kocrtenmno, Tepnepa, Xunmana) [13, 14].
[Ipn 3TOM HEKOTOpBIE aBTOPHI MOABEPTalOT COMHEHMIO
BKJIa (haKTOPOB BHEIIHEN Cpelbl B pa3BUTUE YPOTEIIH-
aJbHOU KapUMHOMBI y TaiueHToB Miaaiie 20 jet [10],
a B cucTeMaTnuecKoM 0030pe Rezaee et al. Toibpko 13,2 %
MalMeHTOB MMeJU BBISIBJIECHHBbIe (hakTopbl pucka [13].
CTOUT OTMETHUTh, YTO B pACCMaTPUBAEMOM CJIydae pOJIH-
TEJIV TTALIMEHTKY OTPULIAJIA BO3ICUCTBUE KaKUX-TNOO U3
BBILIEYITOMSTHYTBIX 9K30T€HHBIX (haKTOPOB.

Haubosee pacnipocTpaHeHHBIM TTPOSIBJICHUEM 3J10Ka-
YECTBEHHBIX YPOTEIUAIbHBIX OIyXOJIeli MOUYEBOTO TTy3bI-
ps1 y JeTeid, Kak U B OMMMCAaHHOM cliyJae, SIBJIsSIeTcsT Oec-
CUMITOMHAs MakporeMarypus. [pyrumMu cummToMamu
MOTYT CJTY>KUTb 00JTM B HYKHMX OTHEJIaX XKUBOTA U CITMHE,
JIM3YPUST, YaCThIe MO3BIBBI K MOYEUCITYCKaHMIO. MaKpore-
MaTypust MOXET SIBJISITbCSI €IMHCTBEHHBIM TTPOSIBJICHUEM
3a00JIeBaHMsI, KPOME TOTO, B HEKOTOPBIX CITydasix 00pa3o-
BaHWE MOYEBOTO ITy3bIPS SIBJIICTCS CITydaliHOM HaXOIKOM,
Harpumep, Mpu BelMoHeHUN Y3 opraHoB Majioro tasa
[13]. OcHOBHBIMM MeTOJAMM JOUATHOCTUKMU YpPOTEIH-
aJTbHBIX KapIIMHOM MOYEBOTO Ty3bIpsS Y JACTEl SIBJISTIOTCS
VY3U, xommbloTepHas Tomorpadusi, pexe — BHYTPHU-
BeHHas1 yporpadus [13]. B GonblunHCTBE ciayyaeB, Kak
W B MpEACTaBIeHHOM HaMW, Ha MOMEHT YCTaHOBJICHUS
JIMarHo3a OITyXoJIb MMeeT cTamuio Ta — 0e3 mopaxkeHus
JUM@aTUIECKUX Y3JI0B U OTIAJEHHbIX MeTacTa3os [ 13].

B coBpeMeHHoOlI Mopdosiornueckoii kinaccudbukauu
MpeACTaBJIeHO TP BapUaHTa yPOTEIUATbHBIX KapIIMHOM:
HEeWHBa3WBHAasI MaNWUISIpHAsT KapliMHOMa, TaluIsipHast
KapIMHOMa in Situ i THBa3WBHasl ManmLIIpHast KapIIMHO-
Mma. B cBolo ouepenb, cpeir HeMHBAa3WBHBIX MATTMJUISIPHBIX
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KapLMHOM BBIACSIIOT KapLMHOMbI HM3KO# (low grade)
u Bbicokoii (high grade) crenmeHu 3710KaueCTBEHHOCTH,
KOTOpBIE TaKXe MOTYT OBITH IPEACTABJICHBI ITOATUIIAMU
C MHBEPTUPOBAHHBIM pocTOM. OTHETBHO TaKXKe BBIICIISI-
10T NANMWUISIPHYIO YPOTETUAIbHYIO HEOTUTA3UIO ¢ HU3KUM
noreHuanoM 3nokadectseHHoct (PUNLMP), xapak-
TEPU3YIONIYIOCSI HM3KOW CTENEeHbIO ITUTOJOTUICCKOM
aATUIIMM M HU3KOW YacCTOTOM PEIMAMBOB IO CPaBHEHUIO
¢ KapuuHomaMu [9]. B mopaBisiionieM OOJIBIIMHCTBE
ciydaeB (bonee 90 %) ypoTennanbHbIe KapIIHOMBI MOYE-
BOTO TIY3bIpST Y JETell NEMOHCTPUPYIOT MOPGhOJIOTHIO,
COOTBETCTBYIOIIYIO HU3KOM CTETIEHU 3JI0KaYeCTBEHHOCTH
(low grade) [13, 15, 16]. Habmogaemas B OMMCaHHOM CITy-
yae BBICOKO3JIOKAYe€CTBEHHAsT TUCTOJIOTMYECKas KapTUHA
OITYXOJIM, XapaKTepU3YyIoIIascs Pe3KUMU HapylIeHUSIMU
MOJISIPHOCTH KJIETOK BHYTPM STUTEIMAJIBHOTO TUIAcTa,
BBIPAXKEHHBIM TUIEOMOPGU3MOM W TUIIEPXPOMUEH SIED,
BBICOKOM MUTOTHYECKOM aKTUBHOCTBIO C (DOpMUpOBa-
HUEM aTHITMYHBIX (DUTYp MUTO30B, BCTpedaeTcs KpaiiHe
penko. bonee pacnpocTpaHEeHHBIMU OOpa30BaHUSIMU
MOYEBOTO ITy3bIpsi, BCTPEUAIOIIUMUCS B IETCKOM BO3pac-
Te, SIBJISIIOTCS ypOoTeJnaibHasl anuuioMa, TanuuisipHast
ypoTenuaibHas HeOoIIa3usl ¢ HHU3KUM TIOTEHIIMAJIOM
3JI0Ka4eCTBEHHOCTH,  (UOPOINMUTEIUATIbHBIN  TTOJIUII,
pabagoMuocapkoma, HelipopudpomMa, BocHaIuTebHas
MuoguodpodIacTuyeckast onyxoib [15].

YporenuanbHble  KapIMHOMBI ~ XapaKTepHU3YIOTCSI
BBICOKOI MYTAallMOHHOIM Harpy3Koi, 4TO COOTHOCHTCS
C TIpEICTaBICHUSIMUA O 3HAYMMOM pPOJIM BHEITHMX KaH-
LIEpOreHHBIX (haKTOpOB B maToreHese omyxonau [17].
HawnbGosee pacnpocTpaHEeHHBIMU SIBJISIOTCS  MyTalUMU
B obOsiactu mpoMoTtopa reHa TERT, npuBojsiiye K co3-
JTAHWIO HOBBIX CATOB CBSI3BIBAHUS JIsT (PAaKTOPOB TpaHC-
kpunuuu cemeiictBa ETS, mMoBbIIEHUIO 3KCIpeccuu
TeJoMepasbl U TOIEPXKAHUIO JUTMHBI TeJIOMEP B KJIETKaX
omyxoau [18, 19]. JIpyrue myTamuu 3aTparmBaloT T'€HBbI,
KOIMpYIOIIe OelKM, YJaCTBYIOIIME B PEryJISIIUN KJIe-
touHoro uukia (CDKN2A, CDKNIA), moaudukanuu
xpoMmatnHa (ARIDIA, KDM6A, KMT2D, KMT2C, KMT2A
u 1p.), yctpaHenuu nospexaeHuit JJTHK (ERCC2, ATM,
BRCA1/2 v ap.), a TakKe UHBIE KOMITOHEHTBI KJIETOUHBIX
curHanbHbIX yTeit (STAG1/2, RMB10, NFE2L2 u np.)
[17,20,21]. ITpu 5TOM CyLIECTBYIOT OIpeaeeHHbIE pa3in-
YU MEXKIY MBIIIICYHO-HEWMHBA3UBHBIMU U MBITIICYHO-MH-
Ba3WBHBIMU YPOTEIUATBHBIMI KapIIMHOMAaMH MOYEBOTO
y3bIpst. JIJIST MBITIIEYHO-HEWMHBAa3UBHBIX YPOTETNATBHBIX
KaplMHOM XapaKTepHbl aKTUBUpPYIOIIKEe MyTauuu HRAS
u FGFR3, B To BpeMs KakK IS MbIIIEYHO-UHBA3UBHBIX
YPOTEIMATBHBIX KapIMHOM  XapaKTepHBIM  SIBJISIETCS
HapylieHue (YyHKIMM OMyXOJeBbIX cyrpeccopoB TP53
n RB1 [22].

CoryacHo  cucrtemaThuuyeckomy  o030py  Rezaee
et al. [13], BkiroyaBiemy 102 nyoavkauuu u 243 nauu-
€HTa JIETCKOTO BO3pacTa ¢ ypOTeIWaJIbHBIMU KapIIMHO-
MaMHW MOYEBOTO Iy3bIpsi, HanboJiee pacpoCTpaHEHHBIM
(85,2 %) MeTomoM JIeUeHMST TAKUX ITAlIUCHTOB SIBIISICTCST
TpaHCypeTpaibHas pe3eKius omyxoau. B 6,2 % cnydaes
B JIaHHOM MCCJICJIOBAHUN TpaHCYypeTpajbHasl pPe3eKIIMs
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OIyXOJIM ObLJIa JTOINOJIHEHA WHTPaBe3MKaJbHBIM BBEIC-
HUEM pa3JIMYHBIX TpernaparoB (MUTOMUIIMH, TOKCOPY-
ounuH, BakuuHa BL2K, anupyOuimH, ruApOKCUKaMITO-
TEeHH), B 5 % cilydaeB yiajJeHUe OITyXOJIM BBITIOJHSIOCH
METOJIOM OTKPHITOM pe3ekiuu. B 89,7 % ciydaeB moBTOp-
HOE XUPYPruyeckoe BMEIIAaTeIbCTBO HE TpeOOBaIoCh.
OTtnajeHHble MeTacTa3bl HA MOMEHT YCTaHOBJICHMS THa-
rHO3a ObUIM BBISIBJIEHBI Y 5,4 % mauueHToB (110 JaHHBIM
JIPYTUX UCCIIeIOBaHWI, METaCTaTUYECKUE OYaru Hambo-
Jiee 4acTo OOHAPYKMBAIOTCS B KOCTSIX, MOUYEBBIBOISIIIMX
MyTsIX, Jerkux, neyeHu [23, 24|). Peuunus 3aboneBaHust
OBLT 3aperMCTPUPOBAH y 8,6 % MallEHTOB, CMEPTEIbHBIN
ucxon npowusoien B 3,7 % ciyyaeB, MeIuaHa BpeMEHU
JI0 HEOJAronpusITHOrO Mcxoaa (CMepPTH WU PELMINBa)
cocraBmia 8,6 mec.
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3akmouenue

B naHHOI cTaThe MNpeAcTaBieH KIWHWYECKUM Ciy-
yaii mauueHTKu 10 JIeT ¢ ypoTeauaabHON KaplMHOMOM
MOYEBOTO IMy3bIPsI ¢ PEUUAUBUPYIOIIMM TeUeHUEM. 3J10-
KayeCTBEHHbIE ypOTeJhalbHble 00pa30BaHUs SIBJISIOTCS
Ype3BbIYANHO PEIKUMHU Y MALIMEHTOB JIETCKOTO BO3pacTa.
HecMoTpst Ha TO YTO THUOJOTUS YPOTEIUATBHBIX KapIiv-
HOM HEPEJKO CBSI3aHA C BO3ACHCTBMEM KaHIIEPOTEHHBIX
¢akTOpOB BHEIIHE cpeabl, B OMUCAHHOM cCjyyae He
ObLIO BBISIBJIEHO CBSI3M 3a00J€BaHUs ¢ MH(MEKIMOHHBIM
MPOLIECCOM, BO3AEWCTBUEM XUMUYECKUX BEILIECTB, UOHU-
3upyroliero usnydyeHus. MHGOpMUPOBaHHOCTb CIELU-
AJIUCTOB O BO3MOXHOCTU PA3BUTHUS Y JIETEH KapLUUHOM
MOYEBOTO MYy3bIPSI MOXKET CITOCOOCTBOBATH YCTAHOBJICHUIO
KOPPEKTHOTO JIMarHo3a.

Knuunyeckue Habntopenus // Clinical cases
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KonrakTneie nannbie: Erena Bopucosna Maunesa lena.machneva@yandex.ru;
Kapuna Anodpeesna Cepeeenko karina_s19@mail.ru

Maadenueckuit ocmpuiii B-kaemounbiii aumgpooaacmuniii aetixkosz (B-OJ1IJ1) npedcmasasem coboil pedkoe 3abonresanue, pazeusaroujeecs
y demeil nepoeo 200a JCU3HU, CKAOHHOE K A2PeCCUBHOMY MEYeHUI, COYeMAaHU He0Aa2ONPUSMHbIX NPOCHOCMUYECKUX YaKmopos, 4acmoim
DPeUUOUBaM U «NepeKAHUeHUI» AUHUL ONYXO0Ae8bIX KACMOK ¢ AUMPOUOHOU Ha mueioudHy. Kpome moeo, ocobeHHocmu @usuonoeuu
U BbICOKAS YA3BUMOCHIb OP2AHUBMA MAAOCHUA K GAUSHUI) HEONA2ONPUSMHBIX GHEUWHUX (PaAKmopos 00yCcA08AUBAIOM GbICOKYH) YACMONY
MAACENABIX OCAONCHEHUI KAK OCHOBHO20 3a001€8aHUS, MAK U NPOBOOUMO20 CHeUUPUUECK020 AeUeHUs, MO 0PAHUHUBAEM 803MONCHOCHU
mepanuu u CHUMcaem 8eposimHOCMb 0AA20NPUSMHO20 UCX00A Yy MAKUX NAUUeHmos. B cessu ¢ smum He evi3vieaem coMHeHUNl 8blcOKaAsL
AKMYanbHOCHb HOUCKA HOBbIX KYPAMUGHbIX ONUULL, NOBLIUAIUUX IPPeKmUHOCMb U CHUNCarowux mokcuunocms mepanuu B-OJLT
y maadeHues. Yuumolgas peokocmb O0AHHO20 aApUAHMA NeiK03a, O NOGbIUEHUs 3PPEeKMUSHOCMU €20 Mepanuu 6axNcHbl KaK
@yHOameHmanvHole uccaedo8arus 0cobeHHocmell 6uoa0UU 3a001e8AHUS U 00UUPHBIE KAUHUYECKUE UCCAeD08AHUS, MAK U 00MeH ONbINOM
Meducoy MpaHCHAGHMAUUOHHBIMU UEHMPAMU, VYACMEYIOWUMU 6 AeYeHUU maxkux nayuenmos. I[Ipedcmaenennviii 6 0aHHOU cmambe
KAUHUMEeCKULL cay4ail 0eMOHCMpUpyem OCHOGHble npobaemvl mepanuu maadenieckoeo B-OJII: uHuyuaivHoe Haauuue cO80KYRHOCMU
Hebna2onpusmHbIX npoeHOCMUYecKux gaxmopoe (nepecmpoiika eena MLL, omcymemeue sxcnpeccuu CD10 Ha onyxoneswix Kiemkax,
6o3pacm maaduie 3 mMecsaues, eUNePAelIKoUUmo3s U nopadceHue UeHmpaibHoll HepeHoll cucmembl NPU MAHUGeCMayuu), «<nepeKtioyeHue»
AUHUU  OAACMHBIX KAEMOK ¢ AUMMOUOHOU HA MUCAOUOHYIO, yice Ha smane UHOYKUUOHHOU mepanuu HnA0XOU Omeem Ha
2AHKOKOPMUKOCMEPOUObl U Pa3eumue MsNCeablX OCAONCHEHUN, 02PAHUMUBARUUX BO3MOICHOCMU UHMEHCUDUKAuUU mepanuu,
pepakmepHoe meueHue, peyuous Ha NO30HUX CPOKAX NOCAe AAN02EHHOU MPAHCHAGHMAYUU 2eMONOIMUUECKUX CMB0N08bIX KACMOK.
TIpu smom unoueudyasu3upo8aHHslil OOX00 U NPUMEHEHUEe HOBbIX MeM0008 AeHeHUsl, BKAOUAS UMMYHOMEPANUI, KACMOYHYI0 Mepanur
U UHOYKMOPbL ANONMO3d, NO380AUNU CHYCMS 200 NOCAE AAN02EHHOU MPAHCHAGHMAYUY 2eMONOIMUUECKUX CIBON08bIX KACMOK J0CmU4b
Y RAUUEHMAa KAUHUKO-2eMAMOA0UHECKOU PeMUCCUL ¢ OMPULAMEAbHOL MUHUMAABHOU 0CMAMOYHOL 601e3HbI0 0adce nocie peyuousa
Aeliko3a.

KmoueBbie cioBa: ocTpbiil JauMGbOOIACTHBI JIeiK03, MiameHLbl, MLL, anjioreHHasi TPaHCILIAHTALUS TEMOIO3TUYECKUX
CTBOJIOBBIX KJIETOK, PELIUANB
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Problems of therapy and search for curative options in infantile acute B-cell lymphoblastic leukemia:
a clinical case

E.B. Machneva”?, K.A. Sergeenko’, N.A. Batmanova', M.A. Shervashidze', T.T. Valiev', K.I. Kirgizov', S.R. Varfolomeeva’

IN.N. Blokhin National Medical Research Centre of Oncology, Ministry of Health of Russia; 23 Kashirskoe Shosse, Moscow, 115522, Russia;
2Russian Children’s Clinical Hospital — Branch of the N.I. Pirogov Russian National Research Medical University, Ministry of Health
of Russia; 117 Leninskiy Prosp., Moscow, 117997, Russia

Infantile acute B-cell lymphoblastic leukemia (B-ALL) is a rare leukemia that develops in children of the first year of life, prone to an
aggressive course, a combination of unfavorable prognostic factors, frequent relapses and “switching” of tumor cell differentiation from
lymphoid to myeloid. In addition, the physiological features and high vulnerability of the infant’s body to the influence of unfavorable external
Sactors cause a high frequency of severe complications of both the underlying disease and the specific treatment, which limits the possibilities
of therapy and reduces the likelihood of a favorable outcome in such patients. In this regard, there is no doubt that the search for new curative
options that increase the effectiveness and reduce the toxicity of therapy for B-ALL in infants is highly relevant. Given the rarity of this type of
leukemia, fundamental studies of the biology of infantile leukemia, extensive clinical trials, and exchange of experience between transplant
centers involved in the treatment of such patients are important for improving the effectiveness of its therapy. The clinical case presented in
this article demonstrates the main problems of therapy for infantile B-ALL: the initial presence of a set of unfavorable prognostic factors (MLL
gene rearrangement, lack of CD 10 expression on tumor cells, age under 3 months, hyperleukocytosis, and central nervous system damage at
manifestation), “switching” of the blast cell line from lymphoid to myeloid, poor response to glucocorticosteroids and development of severe
complications limiting the possibilities of therapy intensification already at the stage of induction therapy, refractory course, relapse at late
stages after allogeneic hematopoietic stem cell transplantation. Moreover, an individualized approach and the use of new treatment methods,
including immunotherapy, cell therapy and apoptosis inducers, allowed the patient to achieve clinical and hematological remission with
negative minimal residual disease a year after allogeneic hematopoietic stem cell transplantation, even after a relapse of leukemia.

Key words: acute lymphoblastic leukemia, infants, MLL, allogeneic hematopoietic stem cell transplantation, relapse
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Bsenenue okojio 2,5—-5,0 % Bcex cinyuaeB OJIJI y nmereit [4, 5].
MunaneHyeckuii  ocTpblit  num@obaacTHeii  Jeii- Muanenuyeckuii OJIJI oOblvHO MMeeT B-kjeTouHoe mpo-
ko3 (OJIJI) aBnsiercst peakum 3abojieBaHueM, KoTopoe ucxoxnaeHue (B-OJIJI), BbICOKyH 4YacTOTy aHOMalMii
pa3BUBaeTCsl y JeTeil B TeUeHME IepBOrO roja >XKM3HM XPOMOCOMBI 11g23, BKIIOYAIOIIMX II€PECTPOMKY TIeHa
U oTinmyaeTcsl no cBoeit omosnoruu ot OJIJI y nereii crap- MLL (mixed lineage leukemia)/KMT2A (histone-lysine
e roga [1—3]. YactoTa ero BcTtpeyaeMocTu coctanisieT N-methyltransferase 2A), MPUMUTUBHBIA UMMYHO(EHO-



& POCCUACKII XYPHAIT

POAOr [ETCKOW FEMATOJIOMAW u OHKONOMAW // Russian Journal of Pediatric Hematology and Oncology

AN B-KJIEeTOK, XapaKTepu3yIIMiACcsS OTCYTCTBUEM 3KC-
npeccun CD10 (mporeHuTopHbIe B-KIETKU), BBICOKYIO
OITyXOJIEBYIO Maccy INpu MaHudecTauuu U 6osee arpec-
CMBHOE TeueHue 1o cpaBHeHuto ¢ B-OJIJI y neteii crapiie
roma [1, 6].

IIpocnexuBaroTcss BO3pacTHbIE OCOOEHHOCTHU Kak
MaTOreHeTUYECKUX XapaKTEPUCTUK, TaK U KIMHUIECKOTO
TeueHust maaaeHueckoro B-OJIJI. Tak, B ucciienoBaHUsIX
MOKa3aHo, YTO TaKWe HeOJIaronpusITHBIE MTPOTHOCTHYE-
ckue akTopbl, KaK TUIEPJIEUKOIUTO3 TP MaHUde-
CTalliM, BOBJICUEHME IIEHTPAJIbHOW HEPBHOM CHCTEMBI
(HHC) u CDI10-HeraTuBHBII# UMMYHO(DEHOTHUI, BCTpE-
yalTcs yalle y aeteit maaaiie 3 Mecsiues [ 1]. Kpome Toro,
«TepekaoYeHrne» (KoHBepcus) Jieiiko3a ¢ B-kieTouHoit
JIMHUY Ha MMEJOUIHYIO TaKXKe SIBJISIETCSI HeOJarornpu-
SITHBIM (DAaKTOPOM W BCTPEYaeTCs Yalle y JeTeil TepBBIX
3 mecaueB xuzHu [1]. Jast oObsicHeHUs1 (peHOMeHa
«TIePEKITIOUCHNST» JIMHUM OBLIO MPEUTOKEHO HECKOIbKO
MEXaHU3MOB:

- OTOOP MUHOPHOTO KJIOHA JIEHKO3HBIX KJIETOK,
YCTOMYMBBIX K XWMHUOTEpAINM, OTJIWYAIOIIETocs II0
JIMHUM OT OCHOBHOTO KJIOHA;

- TepernporpaMmMrupoBaHue
TUTIOPUTIOTEHTHBIX CTBOJIOBBIX KJIETOK;

- npsiMast  TpaHcaubdepeHIIMPOBKa,  HEImps-
mast nenuddepeHIMpoBKa wWin penuddepeHIIMpoBKa
B-kieTok-nipeiiecTBeHHUL B MUETOUIHBIE KAeTKHM [1, 7].

OnHako NaHHbIE TEOPUM HE OOBSCHSIOT, IOYeMYy
y OoJiee MJIaAIIMX MAUMEHTOB ¢ MiaaeHuYeckuMm B-OJIJT,
0COOEHHO Yy HOBOPOXIEHHBIX, HAOMIOJAETCSl BbICOKAsS
yacToTa KoHBepcuHu. [T0CKOIBKY MITaZieHY€CTBO SIBJISIETCST
0COOBIM TIEPUOIOM TIEpeX0/ia OT BHYTPUYTPOOHOI K BHE-
YTPOOHOI XM3HW, MaTepUHCKWE TOPMOHBI W/Wiau hak-
TOPBI OKPYXAIOIIleil Cpelbl, CBSI3aHHBIE C POXICHUEM,
BEPOSITHO, MOTYT YCUJIMBATh HECTAOMJIBHOCTD KJIETOYHOM
JuHuM [1].

Jleyenune mnameHuyeckoro B-OJIJI BkitoyaeT MHTEH-
CHBHBII MHOTOKOMITOHEHTHBIN XUMHOTEPAIIeBTHICCKIIA
peXuM, OCHOBaHHBIM Ha mpuHuunax tepanuu OJIJI,
HEpeIKO B COYETAaHUU C BJEMEHTaMU Tepanuu OCTPOTo
muenaonmHoro yeitko3a (OMJI) [1, 6]. Hanbonee obmmp-
Hble KJIMHUYECKUE MccienoBaHus mianeHyeckoro OJIJI

3JIOKAYCCTBCHHLIX

Cmpamugurayus pucka O y maadenyes [8]
Risk stratification of acute lymphoblastic leukemia (ALL) in infants [§]
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B MUpE TPOBOIATCS 3 OCHOBHBIMU rpynmamu: Interfant
B EBponie, Cancer and Leukemia Group (COG) B CeBep-
Hoil Amepuke u Japanese Pediatric Leukemia Study
Group (JPLSG) B AAnoHuun. TepareBTUUECKUA MOAXO. BO
BCEX MCCJIEOBATEILCKUX IPYITITaX OCHOBAH Ha CTpaTUdu-
Kaluu pucka, Bkitovatomein cratyc KMT2A-r (KMT2A-
rearranged) 1 Bo3pacTt (Tabauia).

BceM manmeHTaM mpoBOAMTCS MHAYKIIMOHHAS M KOH-
CONMIOMpYIOIast Teparnus, a Jajee B TPYIIax MPOMEXYy-
TOYHOTO ¥ HU3KOTO pUCKa — MOIEPKUBAIOIIAsT TEPATTHsT
C MOHUTOPMHIOM MUWHMMAJIBHOM OCTaTOYHOU 0OJIe3HU
(MODB). Ins rpymnmbl BBICOKOTO PUCKa, a TakKe MPH TIJI0-
XOM OTBETE Ha IITIOKOKOPTUKOCTEPOUIBI B TIEPUO MHIYK-
uuy 1 npu nepcucreHurnu MODB nokaszaHo npoBenaeHe
AJUTOTeHHOM TpaHCIUIAHTAlIMM TEeMOITO3TUYECKUX CTBO-
JoBbIx Kietok (amnmo-TI'CK) B mepBoit pemuccuu [8, 9].
[Ipu «mepexioueHU» JTUHUU Jeliko3a ¢ JUM@POUTHON
Ha MUEJIOMIHYIO TTPOJOJIKEHNE Tepariuy TIPOBOAMUTCS T10
cxeme JieyeHuss OMJI 1 BKJTI0OYaeT MUHTEHCUBHYIO MHOT'O-
KOMITOHEHTHYIO XMMHUOTEPAIiIo JIsT MHAYKIIUA PEeMUC-
cuu ¢ riocsienywoueit Konconuapamuei amo-TICK [8].

PeuuauBel 1 pedpakTepHOe TeUeHUE MJIaIeHYECKOTO
OJIJI BcTpeyaroTcst 4aCcTo M 00YCIOBIEHBI MOSIBJIEHUEM CO
BpEMEHEM TIOTYJISIIUM OIYXOJIEBBIX KJIETOK, PE3UCTEHT-
Hoil K xumuotepanui [8, 10]. TunuyHas KapTuHa Heyaady
npu JeyeHuu miuageHueckoro OJIJI ¢ KMT2A-r 3akmoua-
€TCST B TOCTVDKEHU OBICTPOI TTOJIHOM PEMUCCHU C TIOMO-
IIBI0 MHAYKIIMOHHOW XWMHOTEpanuu, HO C PElUIMBOM
Yyepe3 HECKOJIBKO MECSIIIEB BO BpeMsl KOHCOTUIUPYIOIIEH
tepanuu. ClieoBaTeIbHO, HEOJIArONMpPUSITHBIE MCXOIBI
JIeYeHUsI 0OYCJIOBIIEHBI B MEPBYIO OYepelb IMOSIBIEHUEM
XUMUOPE3NCTEHTHOW TIOMYJISIIUKA C TEUEHUEM BPEMEHH.
Hwuskue mokasarenn MoBTOpHOM peMmuccuu (0koio 40 %)
M OYeHb HM3Kasl BBIKMBAEMOCTh TI0C]IE peluanBa (OKOJIO
20 %) coryacyroTcsI ¢ 9TOM TUIoTe30i [6, 8].

B xauecTBe anbTepHATUBHBIX TEPaNeBTUIECKUX CTpa-
TErWil IpU pelMaInBax U pepakTepHOM TeUSHUM MJTAJICH-
yeckoro B-OJIJI B psize uccienoBaHuil paccMaTpUBaloCh
MPUMEHEHNUE STMUTEHETUYECKUX areHTOB (B YaCTHOCTH,
azaluTUaAnHA), uHTnouTopoB FLT 3 oTaenbHO i B cove-
TaHUU C TUIepukcacdopoM, UMMYHOTepanuu (OJUHATY-
momab). IlpumeHeHue OJMHaTyMomaba TpU peLUAUBE

ITpumepHas Ge3penu-

I;’fc" Interfant CoG JPLSG AUBHESL BEREHBIEMOCTD
isk Approximate
relapse-free survival
KMT2A-r, Bo3pact < 6 mecsi-
LIEB U JJIEUKOLIMTO3 KMT2A-r n Bo3pacT KMT2A-r, Bo3pact < 6 Mecsi-
Bricokuii > 300 000 ki1/MKI < 3 mecsieB 1eB 1 nopaxenue LTHC 20 %
High KMT2A-r, age < 6 months, KMT2A-r and age KMT2A-r, age < 6 months and
and leukocytosis < 3 months CNS involvement
> 300,000 cells/microliter
n . KMT2A-r 6e3 KputepueB L 2T G T KMT2A-r 6e3 kputepues
POMEKYTOUHBII BBICOKOTO PHCKa
Tntermediate DECIORO I KMT2A-r no high risk DECUROIORIET 0%
KMT2A-r no high risk criterion criterion KMT2A-r no high risk criterion
?;; e Wild-type KMT2A Wild-type KMT2A Wild-type KMT2A 75 %

Note. CNS — central nervous system.
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ui pedpakTepHOM TedyeHUM MiiageHdyeckoro B-OJIJI
¢ KMT2A-r B coyeTaHUM C XUMMOTEParneBTUYECKUM
MPOTOKOJOM MOXKET CIYXKUTh 3(PHOEKTUBHON onuueit nis
noctukeHust pemuccuu nepen amno-TICK. Tlpu stom
OIHUM W3 JIMMUTHUPYIOIIUX (DAKTOPOB SIBJISIETCS HEpaB-
HoMepHas akcmnpeccus aHtureHa CD19 mpu seiikozax
¢ KMT2A-1, a Takke BEPOSTHOCTh UMMYHOJIOTMYECKOTO
«TepekIodYeHus» ¢ auMbounaHoro ¢eHoruna CDI19" Ha
MuenounHeiii denHotun CDI9~ mpu MMMyHOTepamnuu,
HanpasieHHo# Ha CD19 [8, 11—-13].

Taxke MOSBASIIOTCS OaHHbBIE OO0 YCHEIIHOM IpUMeE-
HEHUM MHOYKTOpa aIloITo3a OITyXOJEBBIX KJIETOK BEHE-
TOKJIaKCa C TOCTMKEHUEM CTabwiIu3aluu 3a0oJieBaHUS
y MallMeHTOB C peLMIMBaMM MJIaJIEHUYECKOIo JeiKo3a,
B TOM YHCJIe MPU <«IEPEKIIOUCHUN» KIETOUHON JTUHUU
¢ mTuMdounaHO Ha MUeTouaHYIO [14].

Hapsiny ¢ arpeccuBHBIM TeueHUEM MPOOIEMOIi Tepa-
nmuu miageHyeckoro B-OJIJI gBiseTcss Takke BbICOKast
yacToTa OCJIOKHEHUIA, CBSI3aHHBIX C OCHOBHBIM 3a0o0Jie-
BaHUEM U €ro Tepamnueil 1 00yCIOBIEHHBIX KaK TSKECThIO
camoro Jeilko3a, TaK M OCOOEHHOCTSIMU (PU3NONOTUN
1 BBICOKOI YSI3BUMOCTBIO opraHu3Ma miaaeHua. Hepen-
KO pa3BUTUE TOKCHYECKMX, WHMOEKIMOHHBIX U CIeLH-
(bryeckrx OCIOXHEHUI OrpaHUYMBaeT BO3MOXKHOCTU
Teparuu, ee MPoAOJKEHUS B MOJHOM 00beMe U UHTEHCH -
(uKalmy 1 MOXeT SIBUThCS IPUUMHON JieTaabHOCTH [8].
CouetaHue JaHHBIX MpPoOJEM NejaeT KpaiiHe CIOXHBIM
BBIOOP TAaKTUKU BEOEHUS MAllMEHTOB C MJAAeHYECKUM
B-OJIJI, 4yTo MpoaeMOHCTpUPOBAHO B MpeACTaBIeHHOM
KJIMHUYECKOM clyJae.

Kimnuveckuii coryvai

Hayuenm M., manupecmauyus 3a604e6anuUs NPoU30-
waa 6 eozpacme 2 mecsayes, K020a 6 C8A3U C pa3sumuem
AUXOPAOKU U duapeu Maibduk NOCMYnul 6 UHQeKYUOHHbLI
cmayuonap no mecmy ocumenvcmea. Ilpu obcaedosa-
HUU nO OQHHBIM KAUHUMECKO20 AHAAU3A KPOBU Bbisiéne-
Hbl eunepaeikouyumos 0o 298 x 10°/n, maxceras anemus
(KoHyenmpayus eemoenobuna — 55 e/n), mpomooyumo-
nenus 0o 45 x 10°/n. C npedsapumenvhvim OUaeHO30M
«OCmpblil NeUK03» PeOeHOK IKCMPEHHO 20CRUMAAU3UPOBAH
6 HUU JIOul' um. akad. JI.A. Jypnosa HMHUI] onkono-
euu um. H.H. baoxuna. B césa3u ¢ majcecmovto coCmosHUs
(eunepaelikoyumo3s, UHMOKCUKAUUOHHBLI CUHOPOM, 2end-
MOCHACHOME2aNUs, NOAUCEPO3UM) NAYUEHM  NOCMYNUA
6 omoenenue peanumayuu u uHmeHncusHoli mepanuu. Ilo
danHbiMm doobcredosanus ycmanosaer ouaenos: O/, ummy-
Honoeuueckuil eapuanm B-1 ¢ koakcnpeccueii NG-2, epynna
8bICOK020 pucka, nepevlil ocmpblii nepuod. Onpedensics
UMMYHOGDEHOMUN ONYX0AeB8biX KAeMOK, XapaKmepHolil 045
maadenueckoeo O/ (¢ omcymemeuem sxcnpeccuu CD10):
CD19— 100,0 %, CD22 — 100 %, CD34 — 45,0 %, CD38 —
100,0%,CD58— 100,0%,iCD 7% (yumonaazmamuueckuil)—
100,0 %; 6nacmuvie knemxu — 92,0 %, CD10 — 0,0 %,
CDI117 — 0,0 %, CD11b — 0,0 %, CDI13 — 0,0 %, CD14 —
0,0 %, CD16 — 0,0 %, CD20 — 0,0 %, CD33 — 0,0 %,
CD3 — 0,0 %, CD45 — 100,0 %, CD56 — 0,0 %, CD7 —
0,0 %, IgM — 0,0 %, Kappa — 0,0 %, Lambda — 0,0 %,
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NG-2 — 80,0 %, iCD3 (yumonaasmamuuecxkuii) — 0,0 %,
ilgM (yumonnazmamuueckuit) — 0,0 %, iMPO (yumonaas-
mamuueckuit) — 0,0 %. Dxcnpeccus NG-2 nossonsem npeo-
nonoxcumos nepecmpoiiky MLL. Ilo dannvim yumoeenemu-
YecK020 UCCAe008AHUSL KOCIHO20 M032a NPU CIMAHOAPMHOM
Kapuomunuposanuy  o0HapydceHa eapuanmuas —gopma
t(4;11)(q21;923), komopas noomeepicoena npu ucciedosa-
HUU Memodom ¢hryopecyeHmHol eubpuou3ayuu in Situ.
llayuenmy  Hauamo  neveHue N0 NPOMOKOAY
ALL IC-BFM 2009, npu smom unuuuasbHas aomoaibHas
NYHKUUsSL He NPoB0OUAACh 8 C8A3U C eUNEePAeliKOYUMO30M
oonee 100% 10°/n u mpomboyumonenueii. Ha gpone mepanuu
OmMMeHanucL AabopamopHvle NPU3HaKu CUHOPOMA OCMPO-
20 ausuca onyxoau (mouesas kucaoma — 1067 mxmons/n,
aaxkmamoeeuopoeenaza — 5165 Ed/n), 6 ceazu ¢ uem npo-
6800UNACH NPOUEOYPA BeHO-BEHO3HOL eemoduauibmpayuu,
a makoice pazeumue AUXopaoKu U 2emoppasuveckozo Koau-
ma, Komopble paspeuusucs Ha one KOMNAEKCHOU npomu-
BOMUKPOOHOI, 2eMOMPAHCEHY3UOHHOU, 2eMOCMAMUYecKoll
mepanuu.
Ilocre cmabuauzayuu cocmosHus pebeHOK nepesedeH
6 npoguavHoe omoeneHue, ede OblAa NPOOOAICEHA NOAUXU-
muomepanusi. OOHAKO npu KOHMPOAbHBIX UCCACO08AHUSX
KoHcmamuposano nepguurnoe nopaxcenue IIHC, a mak-
Jice «nepexaiouenue» AUHUU OugpgepeHuyuposKu 64acmHoil
nonyaayuu ¢ AUM@OUOHOU HA MUEAOUOHYI0O — NAMOA0U-
yeckue 6aacmuvle KAemKU 6 KOCMHOM Mo32e Ha 15-i1 denb
mepanuu Oblau npedcmaenenvl 2 nonyasayuamu: B-kiemou-
Has cocmasuna 13,5 %, muenoudnas — 44,0 %. Takum
oopazom, ymounern ouaenos: OJIJI, ummyHorocuuecKUil
eapuanm B-1 ¢ koaxcnpeccueit NG-2, t(4;11)(q21;q23),
eunepaelikoyumos, epynna 8vicokoeo pucka, IIHC-
cmamyc — 3, nepabvlii 0Cmpblil NEPUood, NOAUXUMUOMEPANUS
no npoepamme ALL IC-BFM 2009, Switch OMJI.
CneuuanvHoe jeueHue NPOOOANCEHO NO NPOMOKONY
AML-BFM-2004 (6a0xk ADE) ¢ nocaedyoweii ouerkoi
omeema u peuienuem eonpoca o npogedenuu aino-TICK
6 nepeoii pemuccuu. OOHAKO BbINOAHEHUE NOAHO20 00BeMa
ROAUXUMUOMEPANUU ObLAO 0SPAHUUEHO 8 CEA3U C PA3BUMUEM
Yy nayueHma Ha oHe anaasul KpoeemeopeHusi Malcenblx
HCUBHEY2PONCAIOUAUX OCAONCHEHUU: NUXOPAOKU, ACCOUUUPO-
sannoll ¢ Candida parapsilosis, cenmuueckoeo woka, 08y-
CMOPOHHEl NAeBPONHEBMOHUL, OMeKa AeeKUX, Npagocmo-
DOHHE20 NAeBpUMA, GeHOOKKAO3UOHHOU 004e3HU NeveHu
(eunepbunupybunemus, eenamomeeans, Koazyionamusl,
pepakmepras mpomoOyuUmMoneHus, OmeuHslll CUHOPOM,
euopomopakc, euoponepukapo, acuum), uceayo0o4Ho-Ku-
weuHnoeo kposomeuenus. Ilayuenmy npoeodunuce kKomou-
HUPOBAHHASL AHMUMUKDOOHAS, NAMOEHEeMUUEeCKas, CUM-
nmomamu4eckKas mepanusi, UCKYCCMGEEHHAs BeHMUAAUUS
aeekux. Iocae cmabuauzayuu cocmosinus pebeHok nepese-
den 6 npoghunvrHoe omoeneHue, e0e no OaHHbIM 00CAe008AHUS
3aguKcuposana cmabuau3ayus 0CHOBH020 3a001e6aHU.
Yuumoieas msaycecmo cocmosinus nauuenma, 06yciog-
ACHHYI0 MeHeHUeM O0CHO8H020 3a001e8aHUsl U paA3eUMuUeM
0CA0JICHEeHUIL Ha hoHe NPoBedeHUs cheyuguuecKkoll mepanuu,
danvHeilutee nPOO0ANCEHUE 8bICOKOOO3HOU NOAUXUMUOMEPA -
nuu Obl10 ACCOUUUPOBAHO C BbICOKUM PUCKOM AEMANbHOO
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ucxo0a, 6 Ces3U ¢ UemM Hauyama coepiucusarouas Xumuome-
panusi ¢ UCNOAb308AHUEM A3AUUMUOUHA U BEHEMOKAAKCA.
Ha 14-e cymku om nauana aeverus no 0aHHbIM UCCAe008a-
HUsL KOCMHO20 MO3ea Oaacmmuble KAeMmKU He 0OHapydceHbl,
MOBb cocmasasna 0,023 %, namonoeuueckas Oaacmuas
NONYAAYUS UMENA MUEAOUOHDbLI UMMYHOpenomun. 1o okon-
yanuu Kypca mepanuu morumopure MOB nokaszan manu-
uue 0,321 % B-kaemounoii nonyaayuu 0AACMHbIX KACMOK
u 0,083 % — muenoudroi.

C yuemom cmabuabH020 COMAMU4ecK020 cmamyca nayu-
eHmy npodoadiceno aeuerue no npoepamme AML-BFM-2004
(6nok hAM). Ha 22-e cymku om Hauara noauxumuomepa-
nUU OMMEYAN0Cch pazeumue 2eHeparu308aHH020 CyO0OPONC-
H020 npucmyna, 6 OmoeaeHuu peaHuMayiu U UHMeHCUGHOU
mepanuu cocmosiHue cmaduAu3uUpPOBaAHO, NPOGedeHa Mdae-
HumHo-pesonancuas momoepagus (MPT) eonoenoeo mosea
¢ KOHMPACMHbIM YCUNCHUEM, Bbl6AeHbl NPUSHAKU 3A0Hel
obpamumoil 3Hyegaronamuu Ha QoHe nPoepeccul 0CHOBHO-
20 3a00ne6anus. B aukeope 0OHapysceHbl ONYXonesble KAem-
KU C MUEAOUOHbIM U AUMPOUOHBIM UMMYHODEHOMUNAMU.
Yuumwieas sxcnpeccuro CD19 na nosepxnocmu 100 % ony-
Xonesblx B-kaemok, no jcusHeHHbIM NOKA3AHUAM NPosedena
UMMYHOMepPanusi npenapamom OAuHamymomaod, GblnoaHs-
AUCH  edceHedenbHble NoMOaNbHble NYHKUUU ¢ UHmMpame-
KanvHoim  66edeHuem xumuonpenapamos. Ilo okonuanuu
mepanuu no pe3yabmamam uccie008anuss KOCMHO20 M032a
U AUKBOPA KOHCMAMUPOBAHA KAUHUKO-2eMAMON0CUYECKAs
MOB-necamuenas pemuccus.

C yuemom docmuxncenus MODB-neeamusnoii pemuccuu
uepe3 14 Oueil om OKOHUAHUS UMMYHOmMepanuu OAUHAMY-
mMomabom peberky evinoanena anrno-TICK om noanocmoio
HILA-coemecmumoeo podcmeennoeo donopa. Ilpeompanc-
NAGHMAYUOHHOE KOHOUYUOHUPOBAHUE BKAIOYAA0 (paydapa-
oun 120 me/m?, mpeocynvghan 36 2/m?, meagpanan 120 me/m?.
Tpancnaanmayuio  nepugeputeckux — eeMONOIMUUECKUX
cmeonoswix kaemok om HLA-udenmuunoeo poocmeenno2o
doHopa (cecmpbl) hayueHm nepeHec y006AemMEoOpUmens-
HO, NPOQUAGKMUKA peaKyuu <«MmpaHCAAGHMAm NPOMUe
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XO34UHa» @KArHANa pumykcumad 375 me/m? ¢ denv —1,
abamauenm 10 m/ke 6 onu —1, +7, +14, +21, +28, pyk-
conumunu6 10 me/m?/cym co ous — 1 om mpancnaanmayuu.
Karemounocmv mpancnaanmama no CD34% cocmasuna
15,17 x 10°/ke maccol mena peyunuenma. Bocemanoenenue
Aelikonoasa 3agukcuposano Ha +10-e cymku, 6 panHem
HOCMMPAHCNAAHMAUUOHHOM Nnepuode O0mMe4aloch pas-
sumue  mpeocyrb@aH-accoyuupo8anHoll  mokcudepmuu
11l cmenenu, opogapuneearvrhoeo mykozuma III cmene-
HU, IHMEPOKOAUMA COYeMAaHHOU UHGPDEKYUOHHO-UMMYHHOU
amuonoeuu 1V cmenenu ¢ anu3o000m sceny0o0uHO-KUUIeHHO20
Kkposomeuenust. Ha gpore npoeodumoil mepanuu 0caoxicHeHus
kynuposanvt. K +60-m cymrxam om anno-TICK ummyrocy-
npeccugHas mepanus NOAHOCMbIO OMMeHeHd.

Ha +60-e cymku nocae aano-TICK y nayuenma xow-
cmamupoeanvt MODB-neeamusnas pemuccuss OCHOBHOO
3a601e6aHUs, NOAHBII OOHOPCKULI 2eMON0IMUYECKUI XUMe-
pusm. Yuumoieas nasuuue HebAa2ONPUSMHBIX NPOSHOCMUYE-
CKUX ¢hakmopos 8 omHouleHuY peyuousa aeikosa (6o3pacm
MaHugecmayuu 3abonresanust, xumepHotii cen KMT2A/AFF1,
pedpakmepHoe meuerue 1elik03a, CMeHa OAACMHOIL AUHell-
Holl Ougghepenyuposku Ha ¢powe mepanuu), ¢ npopu-
AAKMUYECKOll  NPOMUBOONYX0A€80l  Ueabld Npoeooduadcs
unougudyanvias mepanus NK-kaemkamu om noanocmoro
HLA-coemecmumoco donopa (cecmpot) excemecsauno. Muu-
yuanvras 0oza cocmasuna 1 x 10°/ke maccol meaa peyunu-
enma, danee — 5 x 10°/ke maccol meaa peyunuenma.

Ha +180-e cymku om aano-TICK 6 cesa3u ¢ pazeumu-
eM y nayueHma cyoopoxncHoz2o cunopoma evinoahena MPT
20/106H020 M032a, NO DPe3yAbmamam KOmopoil 6 Nnpasoll
MeMeHHO-3amblA04HO-8UCOYHOL 00AACMU C PACNPOCHpPaHe-
HUeM 6 noaocmb Npasoeo GOK0B020 JcenydoUKa BblisieAeHbl
onyxonegoe 00pazoeaHue HenpasuLbHOU Gopmbl, HEOOHOPOO-
HOI COMUOHOI cmpyKmypbl, pasmepamu 5,6 X 5,2 x 5,2 cm,
8bIPAJICEHHBIl  NePUDOKANbHLII OMeK eeujecmea mosed
(puc. 1). Yuumoieas obsem u pacnosoxnceHue oopazosanus,
npogedenue OUONCUU ONYXOAU U AIOMOAAbHOU NYHKUUU
HeB03MOJICHO 8 C8A3U C BbICOKUM PUCKOM MAICENBIX 0CA0IC-

Puc. 1. MPT 201061020 Mo32a ¢ KonHmpacmuvim ycunenuem 6 debrome L[HC-peyudusa

Fig. 1. MRI of the brain with contrast enhancement at the onset of CNS relapse
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Henuil. O0OHAKO, NPUHUMASL 80 BHUMAHUE OCHOBHOU KAUHU-
Yeckuil OuaeHO3 NayueHma, a maxkice 00sem npPoeedeHH020
NPOMUBOONYX01€6020 NeHeHUsl, Haubosee BepPOIMHbLI 310~
KauecmeeHHblll 2eHe3 00pa308anust U3 KAemoK 2eMONn03mi-
Yeckol npupodsl, HAYAMa HNPOMUBOONYX0Ae8dsi MepPanus
no cxeme: geHemoaakc 25 me/cym 6 onu 1—3, 50 me/cym
6 Onu 4—6, 100 me/cym 6 Onu 7-21, azauumudun
75 me/m*/cym 6 Onu 1—7, yumapaoun 40 me/m?/cym 6 onu
1—10. Ilo dannvim KoHmpoavHo2o 006credosanus Ha ¢hoHe
mepanuu OMMe4eHa GbiPANCCHHAS NOAONCUMENbHAST OUHA-
MUKQ 6 8Ulde COKDAWeHUsi pasmepos ONnyxoneeoeo 00pazo-
eanus Ha 86 %, ¢ kocmuom mozee MObB cocmasasina 0 %,
00HAKO 6 AUKBOPe 00HAPYICeHa namoaoeutecKas o6aacmuas
nonyasyus Kaemok ¢ B-aumelinoim ummynogenomunom
100 %, sxcnpeccueit CD19 — 100 %, CD22 — 100 %. Taxum
obpazom, kKoHcmamupoean uzoauposantuiii LIHC-peyudue
B-OJ1JI.

Yuumovieas msacenviit comamuueckuii u Hegporocuye-
CKuil cmamyc nayuenma, nposederue 6 Kavecmee paodi-
KaavHoeo memoda aewenus nosemoproi arno-TICK om
anbMepHamuH020 00HOPaA He NPedcmasAsnoCh G03MONCHbIM
8 C8A3U C BbICOKUM PUCKOM PA3GUMUSL NeMANbHBIX 0CA0HC-
HeHull. FocenedeavHo  npoeodunacs UHMPAMeEKdnbHAs
XUMUOMeEPAnUsl, 8blNOAHEHO 7 NYHKYULL, CAHAUUs AUKEOPA
docmuenyma nocae 4-eo eeedenus, no danHoim MPT 2on06-
H020 M032a COXPAHANACH NOAONUCUMENbHAsL OUHAMUKA 8 8Ude
YMeHbUleHUs: pasmepos 00semHo2o oopazosanus. Ilposeden
NOBMOPHBLIL KYPC A3aUUMUOUHA 68 KOMOUHAUUU C 8eHemo-
Kaakcom, eéederue donopckux NK-knemok 6 doze 5% 10°/ke
maccol mena peuunuenma. Yepez 1 mec om eeedenus
NK-kaemounoeo npodykma Ha @oHe epaHyrouumoneHuu
OJuazHocmupo8ana  08YCMOPOHHASL — NOAUCESMEHMAaPHAs
NHEBMOHUSL ¢ pazsumuem ObiIXameabHol HedoOCMamo4HOCmu
[ cmenenu, 6e3 evipajicenHoil OUHAMUKU HA (hOHe nposoodu-
MOUl KOMOUHUPOBAHHOU AHMUMUKPOOHOI mepanuu. Yuu-
Mmoleas OMCymcmeue Npu3HaKo8 MUKpoOHO20 G0CHAACHUs.
no OaHHBIM OPOHX0ANLBELONASAPHOO AABAJCA, De3VAbIMANIbL
KOMNbIOMEPHOU momoepagpuu opeanos epyoHoil KiemKu,
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KAUHUKO-UHCIMPYMEHMANbHAs KAPMUHA PACUEHEeHAd KakK
nposieieHue Ae2OMHOU (HOPpMbl peaKyuu <«mpaHcnAGHMAam
npomue Xo35UHa», HA3HAYEeHA UMMYHOCYNPeCCUGHAas mepa-
nus (FAM-mpuaoa, abamauyenm), na gone komopoii uzme-
HeHUs 8 1e204HOU MKAHU PA3PeUUAUCh.

IIpu kKoumpoavHom o0b0caedoeanuu uepe3 200 nocie
amo-TICK y nayuenma coxpaHnsemcs KAUHUKO-2eMAMO-
A02UMECKAsl PeMUCcUss U No pe3yibmamam UMMYHOpeHO-
MUNUPOBAHUSI KOCMH020 M032a U AUKGOpa Habardaemcs
MOB-ompuyamenshotii cmamyc. Ilo dannvim MPT 20106-
Hoeo Mmo3ea (puc. 2) 6 obaacmu paHee ONpedenssulecocs
006eMH020  00pA308aHUS  BU3YAAUSUPYIOMCS  UBMEHEeHUs
¢ yyacmkamu NPONUMBbIBAHUS 2eMOCUOEPUHOM/HEKPO3amMU
8NPABOUMEMEHHO-3AMbLAIOYHO-BUCOUHOU0OAACMUPAZMEPaAMU
24 x 0,9%x 1,1 cm (neuebuvtii namomopghos?), npu eHympu-
BEHHOM ~ KOHMPACMUPOBAHUU — COXPAHAEMCS.  UHMEHCUBHOE
HepasHOMEPHOe HaKONAeHUe KOHMPACMHO0 NPenapama 6 30He
NamonocuMecKux U3MeHeHUll, @eposimuee 6ce20, 34 Cuem
HapyuweHust YeaoCmHOCMU 2eMamosnuedaluveckoeo bapovepa.

Takum obpazom, uepes 200 nocae arno-TICK y nayuenma
coxpansiemcs Kaunuko-eemamonoeuveckas MOB-neeamue-
Has pemuccust. C npomugopeyudugHoil ueablo NAAHUPYemcs
npoooadIceHUe NPOMUBOONYX01€6020 NeYeHUss HA O0CHOGe
seHemokaaKca 6 Komounayuu ¢ kaemouroii mepanueii NK.
Cxema npoeooumoii nayuenmy mepanuu npedcmaenena Ha
puc. 3.

OO0cyxkieHue U 3aK/II0YeHne

Munangenueckuii B-OJIJI — ogHa U3 caMbIX CJIOXKHBIX
KJIMHUYECKUX CUTYyalluii B AeTcKoil rematosioruu. Oco-
OEHHOCTH OpraHu3Ma MJajJeHIla U arpecCUBHas Mpupoaa
MJIAZIEHYECKOTO JIeiKo3a MPUBOISAT K TOMY, UTO MPU MPH-
MEHEHUU CTaHJAPTHBIX MOIXOJ0B W IMPOTOKOJIOB Tepa-
MUY U3JIEYUBACTCS JUIIb HEOOIbIIOE YUCIIO MALeHTOB.
B cBs13u ¢ 3TUM OuYeBHIHA HEOOXOAMMOCTD MPOBEACHMUS
KJIMHUYECKUX UCCIECNOBAHUII HOBBIX METOIOB JCUECHUS.
HecMoTpst Ha TO UTO B OCHOBHOM Heylauu Teparuu Mja-
JIEHYEeCKUX JIEKO30B CBSI3aHbl C UX PELMAMBAMU WU

Puc. 2. MPT 20106H020 M032a ¢ KOHMpPAcmHbvIM yCcUuseHUuem nocie 2 KYypCcoe noauxumuomepanuu Ha 0CHoee 6eHemoKaIaKca

m Fig. 2. Contrast-enhanced MRI of the brain after 2 courses of venetoclax-based chemotherapy
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MaymenTt M., 3 mecsaua.
AnarHos: OJU1, ummyHonorunyeckunin Bapmant B-l c Koakcnpeccnein NG-2, t(4;11)(q21;923),
runepnenkouuTos, rpynna BbicoKoro pucka, LLHC-craryc - 3

Patient M., 3 months old.
Diagnosis: ALL, immunological variant B-I with NG-2 coexpression, t(4;11)(q21;923),
hyperleukocytosis, high-risk group, CNS status - 3

Switch OMJ1
Switch AML

Mporpeccns
Progression

UHC-peunpus
CNS relapse

Puc. 3. Cxema nposedennoii mepanuu

Fig. 3. Treatment plan provided. AML — acute myeloid leukemia

pedpakTepHbIM TeueHHEM, OOJIbIIYI0 MPOoOdJieMy TakKe
MPEACTaBIISIOT 3200JIeBa€MOCTb I CMEPTHOCTD, O0YCJIOB-
JIEHHas1 OCJIOKHEHUSIMU Tepanuu, a TakKe OTHaJeHHbIe
MOCJENCTBYSI, OTPAaHWYMBAIOIINE IPOJIOJIKUTEIHLHOCTD
Ku3Hu nauueHToB [14]. Ha mpencraBieHHOM B cTaThe
KJIMHUYECKOM MpUMepe TMPOAEMOHCTPUPOBAHbI OCHOB-
Hble MpobyieMbl JeueHus: muaneHdeckoro B-OJIJI: uHu-
[IMAJIbHOE HaJM4YMe COBOKYIHOCTU HeOJaronpusTHBIX
MpPOTHOCTUYECKUX (pakTOpoB (TepecTpoiika reHa MLL,
otcytcTBUe 9Kcnpeccun CDI10 Ha omyxoJieBbIX KIeT-
Kax, BO3pacT Miaiiie 3 MecsleB, TUIEPIeHKOIUTO3
u nopaxkeHue IITHC npu MaHudecranmm), nepekiaode-
HUE JIMHUM OJTaCTHBIX KJIETOK C JIMM(MOUIHON Ha MUEJIO-
WIHYI0, YK€ Ha 3Tarne WHIYKIMOHHOMN Teparuu IJI0XOn
OTBET Ha TJIIOKOKOPTUKOCTEPOUIBI M PA3BUTHUE TSIKEJIBIX
OCJIOXKHEHMI, OrpaHUYMBAIOIIMX BO3MOXKXHOCTU WHTEH-
cupukauuu Tepanuu, peppakrepHoe reueHue, LIHC-pe-
HUAUB Ha Mo3aHUX cpokax mocie amio-TI'CK. Oxnako,

Crabunusauuna
Stabilization

Pemunccmsa 1
Remission 1

CoKpalueHue Ha 88 %
88 % reduction

HECMOTPST Ha COBOKYIMHOCTb 3TUX MPO0JeM, MHIUBUIYya-
JIM3UPOBAHHBIN MOAXOMA U MPUMEHEHUE HOBBIX METOIOB
Tepanuy TMO3BOJWIM JOCTUYb PEMMCCHM Y MallleHTa
rnocie peuuanBa. TakuM o0pa3oM, JaHHbIC HCCIeI0Ba-
HMIi, Kacarolirecsl yHUKaIbHOW OMOJIOIMU U OCOOEHHO-
CTell KIIMHUYECKOTO TEYEHUS] MIIAJIEHYCCKUX JIEHKO30B,
MO3BOJISIIOT PACHIMPUTH MOUCK U Pa3pabOTKy HOBBIX CTpa-
Teruil jedeHus. JlaHHbIe CTpaTernu CroCOOCTBYIOT Kak
CHIKEHMIO YaCTOThI PELIMAMBOB U YCICIIIHOMY JAOCTHKE-
HUIO PEMUCCUH TOCITE PELUANBaA/pedPaKTEePHOro TEUEHMSI
3a00JIeBaHMsI Y TaKUX MALMEHTOB, TaK W YMEHbBILICHUIO
TOKCUYHOCTH, CBSI3AHHOM C JICUEHUEM, a CJIeI0BaTEIbHO,
YAYUIIEHUIO ITOKa3aTe e BBDKUBAEMOCTH. YUUTBIBAsT pei-
KOCTh MJIQICHUECKHUX JICIKO30B, OOMEH OIBITOM, COTPY/I-
HMYECTBO TPAHCILUIAHTAIIMOHHBIX LIEHTPOB M MyOIUKAIIIN
PE3yNBTaTOB TePAlUU TAKHUX MALMEHTOB HEOOXOAUMBI JJIsT
Oosiee TIIYOOKOro MOHMMAHUSI MPUPOIBI 3TOro 3ab0JeBa-
HUSI U yJydineHust 3¢ OEKTUBHOCTH €ro JeYeHMsI.

Knununyeckue Habnwopeuusa // Clinical cases
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BBenenue

OnHoil M3 3amay, TMOCTaBJIEHHBIX MUWHHMCTEPCTBOM
3npaBooxpaHeHus: Poccuiickoii @Degepanmu B paMKax
npoekTa «Pa3BuTre ceTM HaMOHATbHBIX MEIUIIMHCKUX
ucciaenoBaresbckux 1eHtpos (HMWIL) u BHeapeHue
MHHOBALIMOHHBIX MEAULIMHCKUX TexHoJoruii» [1] mepen
HMMUWL, gsasgercss mpoBeaeHUE HayYHO-TIPAKTUYECKUX
MepOoNpusITUil [2], HampaBJICHHBIX Ha pacIpocTpaHe-
HUE TIePEOBbIX MEAWIIMHCKUX 3HAHUN M TEXHOJIOTHIA,
TTOBBIIIICHNE KBaJU(UKAIIMKM CIIEHIMATCTOB B pernoHax
1 B KOHEYHOM CYETe Ha yJydyllleHWEe KauecTBa OKa3aHUs
MeAUIMHCKOM momoinu HacejseHuto. HMUWUIL, obGnanas
VHUKaJbHOI KJIMHUYECKON 0a30il, UrpaloT KJIIOUEeBYIO
posib B GOPMUPOBAHUM €AWHOTO HAaydHO-0Opa3oBaTesb-
HOTO MPOCTPAHCTBA B chepe 3ApaBOOXpPaHEHUS.

Hacrosiast pabora mocssiieHa aHanu3y orbita PI'BY
«HMUWI ATON um. Omutpusi PoraueBa» MwuH3gpaBa
Poccum B opraHuzanu M TIPOBEIEHUM HaydyHO-TIpaK-
TUYECKUX MEPOIPUSTUI U OIIEHKE ero BIWSIHUS Ha pa3-
BUTHE TTPOGUIBHON MEIUITMHCKOM TTOMOIIM B PernoHax
Poccwuiickoit denepanmu.

MarepuaJibl 1 METOBI

B pamkax uccienqoBaHusi ObUT MPOBEIEH KOMIUIEKC-
HBII aHamm3 gesarenbHocTn DI'BY «HMUIL ATI'OU
um. Imutpust PoraueBa» Munsnpasa Poccuu o opranu-
3allMd HAayYHO-MPaKTUYECKUX MEPONPUSITUI 3a Tepuos,
ocylecTBleHUs enepaibHOro rnpoekra «Pazputue cetu
HaLlMOHAIbHBIX MEAUIIMHCKUX MCCAEA0BATEIbCKUX 1IEH-
TpoB (HMMWII) 1 BHeApeHNE MHHOBALIMOHHBIX MEAWIIH -
cKMX TexHoJioruii» B 2019—2024 rr. Ucriob30BajIUCh Clie-
JIYIOLLIME METO/bI: aHAJIM3 HOPMATUBHOM JOKYMEHTALIUHU,
pernameHTupytouieit aesarenbHocth HMUWLL 1 onpenensi-
oIl MPUOPUTETH pa3BUTUS 3ApaBooxpaHeHUs1 B Poc-
cuiickoit Denepalii; aHAIU3 CTATHCTUYECKUX TaHHBIX
0 KOJIMYECTBE 1 TUIMAaX MPOBEIEHHBIX MEPOITPUSITUIA, YHC-
JIe YYaCTHUKOB M HUX Teorpaduueckoil pacrnojiokeHHO-
CTU; aHKETUPOBAHUE YUAaCTHUKOB MEPOMPUSITUI B LIEISAX
OLIEHKU WX YAOBJIETBOPEHHOCTU COAEPXaHWEM, Opra-
HU3aLMel U MpakKTUYEeCKON 3HAYMMOCTBIO TOJYYEHHBIX
3HAaHMUII U HABBIKOB; MOHUTOPUHT MyOJMKALMil B Hayd-
HBIX XXypHajiaX 1 cOOpHUKAaX MaTepuaaoB KOH(MEepeHIIUA,
OTpakalolIUX OIMbIT MPUMEHEHUST HAyYHO-TTPAKTUUECKUX
Mepornpustuii B HM UL

AHKeTa yJaCTHUKOB BKJII0Yasia TpU BOMpoca, Ha KOTO-
pble Hamo ObLIO JaTh OTBET «[la» unu «Het»:

1. JoBosbHBI 1 BbI comepxxaHueM, opraHu3alveit
U MPaKTUUYECKOI 3HAYMMOCTbIO MOTYYEHHBIX 3HAHU?

2. AkTyanbHa U MHOpMaLUs, TpeaocTaBeHHas
JIEKTOPOM/JIEKTOpaMU, B TIPOBEACHHOM HayJYHO-ITPAKTH-
YeCKOM MEPOIPUATUN?

3. bynere nu Bbl MpuUMeEHSITh MOJIYYEHHbIC 3HAHUS
1 HaBBIKU B CBOEH MPaKTUYECKOM AEATETbHOCTU?

COop  JaHHBIX  OCYIIECTBJISIICS C  TOMOIIBIO
OHJIaliH-aHKeTupoBaHMsI Ha 0Oa3ze Yandex Forms, 4To
MO3BOJIUJIO aBTOMATUYECKU OOOONIIUTh U OLEHUTh Mpe.-
BapuTeJbHbIE pe3yJbTaThl U BBITPY3UTh UX B Microsoft
Excel nns nanpHeiiiiei ctTaTUCTUYECKO 00pabOTKM.
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Pe3ynsraTht

AHaJIM3 BBISIBWI YCTOMUMBYIO TEHACHIIMIO K YBeIUYe-
HUIO KOJIMYECTBA HAyYHO-TIPAKTUUYECKUX MEPOIPUSITUIA,
npoBoauMbix LlenTpoMm um. Imutpus Porauesa, u exe-
roJHOe TIepeBbINIOIHEeHE T1aHa MuH3apaBa Poccum
B TeyeHue MociaeaHux JyeT. OaqHaKo KOJIWYECTBO THUIIOB
HayYHO-TPaKTUYECKUX MEPOIPUSITUI CHUXKACTCS BCIIEI-
CTBUE HU3KOI 3aMHTEPECOBAHHOCTU CPEAU CIyIIaTesei,
a TaK>Ke BBICOKOM HAarpy3ku Bpaudeil.

3a BpeMsl CylllecTBOBaHUs deaepaibHOrO MpoeKTa
«Pa3BuTre ceTW HalMOHAJbHBIX MEAULIMHCKMX HCCIe-
noBarenbckux 1eHtpoB (HMMUWILL) u BHenmpeHue WHHO-
BAaIllMOHHBIX MEIWIMHCKUX TexHojoruit» B LleHTpe
M. Jmutpusi PoraueBa Obl10 TpoBeneHo Oonee 400
HayYHO-TPaKTUYECKUX MEPONpUsATUil (puc. 1).

CaMbIM TOMYJSIPHBIM TUIIOM HayYHO-TIpaKTHUYe-
CKMX MEPOIPUSITUI cpedu Bpadyeil U3 pa3HbIX CyOhEKTOB
Poccuiickoit @enepanny ObTA BeOMHAPHI W KIIMHWYE-
ckue ooxonbl (puc. 2).

Puc. 1. [Iposedennvie nayuno-npaxmuueckue meponpusmusi 3a nepuoo
2019—-2024 2.

Fig. 1. Scientific and practical events conducted for the period 2019—2024
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Puc. 2. Koauuecmeo nposedeHHbIX camviX NONYAAPHBIX MUNOE HAYUHO-
npakmuueckux meponpusmuii 3a nepuod 2019—2024 ce.

Fig. 2. Number of the most popular types of scientific and practical events held
for the period 2019—2024
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Habmonaercs pacimpeHue reorpaduy y4aCTHUKOB,
YTO CBUACTEIBCTBYET O PACTYIIeM MHTepece CIeIuau-
CTOB M3 pa3IW4YHbIX permoHoB Poccun k ombity LleHTpa
uM. [Amutpus Porauesa.

JlvaepoM 1o y9acTio B Hay9HO-TTPaKTHUECKUX MEPO-
MPUATUSIX U3 Tolla B TON ocTaeTcs I. MOCKBa, a MMEHHO
I'bBY3 . MockBbl «Mopo30oBcKas neTcKasi TopoacKasi K-
Hu4Yeckas OonbHUIIA» JlemapraMeHTa 3IpaBOOXpaHEHUS
I. MOCKBBI. AKTUBHOE yJacTve B HaAyYHO-TIPAKTUICCKOM
JIESITETbHOCTH TI03BOJIsIET MOPO30BCKOM NETCKOM TOpOI-
CKOM KJIMHUYECKOI O0JbHHUIE OCTaBaThCsl HA MEPEA0BOI
MEIUIIMHCKOM HayKU.

Ha puc. 3 npencrasiensl 10 pernoHoB Poccuiickoit
Denepanu, KOTOPbIe U3 TOla B TOJl aKTUBHO YJaCTBYIOT
B HayYHO-TTPAKTUIECKUX MEPOTTPUSITHSIX.

PacnipeneneHnue 1o mpouiissM 1mokasajio IpeBajInpy-
folllee KOJIMYECTBO BEOMHAPOB M KIMHUYECKUX OOXO/I0OB
MO JETCKON OHKOJIOTMM, BKJTIOYAsl JETCKYIO XHUPYPTHUIO.
MMMYyHOJIOTHST ¥ TeMaTOJIOTHSI TIPEACTAaBIIEHBI TIPUMEPHO
B PaBHBIX Mponopiusx (puc. 4).

B 11ieoM Takast KapTMHa OTpakaeT TeKyIue moTpeo-
HOCTU ¥ IPUOPUTETHI CUCTEMBI 3PaBOOXPAHEHUS B OTHO-
IIEHUU [EeTCKON oHKojoruu. Beicokuii crpoc Ha obpa-

Puc. 3. Peeuonvi Poccuiickoii Pedepayuu, akmusno yuacmsyloujue 8 Ha-
VUHO-NPAKMU4eckKux meponpuamusx (Haubonvuiee yuacmue MeOUUUHCKUX
opeanusayuii 3-20 ypoeus)

Fig. 3. Regions of the Russian Federation actively participating in scientific
and practical events (the greatest participation of 3" level medical
organizations)

78,20%
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Puc. 4. Pacnpedenenue nayuno-npaKkmuuecKux Meponpusmui no npopuiim

Fig. 4. Distribution of scientific and practical events by profile
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30BaTe/IbHbIE MEPOMPUSITUS B 9TOI 00JaCTU O0YCIOBJIEH
KaK CJIOKHOCThIO M MHOTOIPAHHOCTBIO 3a00JIeBaHUIA,
TPeOYIOIINX ITOCTOSSHHOTO TTOBBIIICHUS KBaJM(UKALINT
Bpaueil, TaK W aKTUBHBIM DPa3BUTHEM HOBBIX METOIOB
IMArHOCTUKY U JieueHnsT. KITmAMIeckre 00Xombl, B CBOIO
odepeib, TTO3BOJISIIOT Ha MPaKTUKe OOCYXIaTh CJIOXHbBIE
cITyJau 1 0OOMEHHMBATHCS OITBITOM MEKIY CITeIIMaINCTaAMMU.

PaBHOMepHOE pacripeneneHne BEOMHAPOB M KIMHU-
YeCKMX 00XOMOB IT0 MMMYHOJIOTMM U T€MAaTOJIOTUN CBU-
JIETEJIbCTBYET O CTAOWJIBHOM MHTEpece K 3TUM HallpaB-
neHussM. O0e IUCUMIUIMHBI WTpaloT KIIOUEBYIO pOJIb
B JMArHOCTHKE U JICYSHUM IIIMPOKOTO CIIeKTpa 3a0ojieBa-
HUWIA, M ToIep:KaHe BEICOKOTO YPOBHSI 3HaHWIT Bpaydeit
B OTHUX O0JIACTSIX SIBJISICTCSI HEOOXOAUMBIM YCJIIOBUEM TSI
OKa3aHUS Ka4eCTBEHHOI MEIMIIMHCKOM ITOMOIIIH.

B manpHeiiiieM i ONTUMU3aLMU 00pa30BaTeIbHOMI
IporpaMMbl HEOOXOAMMO YYUTBHIBATh pPErMOHAJIbHbIE
0COOEHHOCTU U ToTpebHocTu. Hampumep, B pernoHax
C TTIOBBIIIEHHOI YaCTOTOM BCTPEYAEMOCTH OTIPEIeICHHBIX
TUIIOB OHKOJIOTUYECKUX 3a00jieBaHUl liejecoodpasz-
HO YBEJIWYUTH KOJIWYCCTBO BEOMHAPOB M KIIMHUUECKMX
00XO0/I0B 10 COOTBETCTBYIOIIEMY HampasieHuIo. [ToMmumo
OYEBUIHOM IMOJIB3BI I MPO(MECCUOHATBHOIO Pa3BUTHUS
Bpayeii, ydacTre B HAyYHO-IPAKTUIECKUX MEPOIIPUSTHUSIX
CTUMYJTMPYET WHHOBAIIMOHHYIO aKTUBHOCTbH B yUpeXKIe-
HUU. [TOCTOSTHHBIN TTOMCK HOBBIX PEIICHUI, CTpeMIICHIE
K COBEpPIICHCTBOBAHUIO METOMOB JICUCHMSI U AUArHOC-
TUKM, BHEIPEHUE IIEPEIOBBIX TEXHOJIOTMII — BCE 3TO
SIBJISIETCSI PE3YJIBTATOM aKTMBHOI BOBJICUEHHOCTU B Hay4-
HBII TIpolLecc.

IIpoBeneHHOe aHKETUPOBAHME YYaCTHUKOB MEPO-
NPUITUA TIPOAEMOHCTPUPOBAJIO BBICOKUI YPOBEHbD YIOB-
JIETBOPEHHOCTH COJEPXXKaHUEM, OpraHM3alMeil U mpak-
TUYECKOU 3HAYMMOCTBIO IMOJIydeHHBbIX 3HaHui (99 %).
Y4yacTHUKM OTMEUYaloT aKTYyaJIbHOCTb IpEACTaBICHHOM
nH(GOpMaLIMU, BBICOKMI TMpodheCcCUOHANbHBIN YpOBEHb
JIEKTOPOB M MOJIEPAaTOPOB, a TAKXKEe BO3MOXHOCTb 0OMe-
Ha omnbIToM ¢ Kojuteramu (100 %). 3HauuTebHasT 4acTh
PECITOHCHTOB yKa3ajla Ha HaMepeHUe IPUMEHSTD MOJIy-
YeHHbIE 3HAHUS W HaBBIKWM B CBOEI MPAaKTUYECKOM Jesi-
tesabHOCTH (94,2 %).

Pesynbrathl aHanu3a nokasanu, uto Llentp um. JIMu-
Tpusi PoraueBa akTMBHO MCIOJb3YeT pa3IMuHbIe (popma-
Thl HAyYHO-ITPAKTUYECKHUX MEPOIPUATHIA, ananTUupOBaH-
Hble K IMOTPEOHOCTSIM Pa3IWYHbIX LIEJEBBIX ayIUTOPUIA.
BeObuHapbl M KIMHUYECKHE OOXOHbl, B XOIE KOTOPBIX
MPOMCXOIUT JeTaJIbHbI Pa300p KIMHUYECKUX CIIy4aes,
OXBaTBhIBAIOT IIMPOKUI CIIEKTP BOMNPOCOB COBPEMEH-
HOM JETCKOM OHKOJIOTMH, FeMaTOJOTMK, UMMYHOJIOTMHU
1 00eCrneyrBaloT JOCTYIT K aKTyaJbHON MH(pOpMALIUK 115
CIIELIMAIMCTOB, HAXOMSIIMXCS B OTAAJICHHBIX PETMOHAX.
AHaju3 OT3bIBOB YYaCTHMKOB I1OKa3ajl BHICOKYIO OLICHKY
KavyecTBa 00pa30BaTe/IbHBIX MPOrpaMM U MPAKTUUYECKYIO
3HAYMMOCTh MOJYYEHHBIX 3HaHWIi. MHOTHME y4aCTHUKU
OTMETWJIM, YTO IIOJYYEHHbIC 3HAHWS WM HAaBBIKWA ObLIU
YCIIELITHO BHEAPEHBI B UX KIMHUYECKYIO ITPAKTHUKY.
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Oo0cyxaeHne

ITonyyeHHble pe3yabTaThl IMOATBEPXKIAIOT BaXKHYIO
poab LeHntpa um. imutpusi PoraueBa B pa3BUTUM OHKO-
JIOTMYECKOM, TeMaTOJOTMYECKOM M MMMYHOJIOTUYECKON
TIOMOIIM JIeTIM B pernoHax Poccuiickoit @Denepainm.
Pa3zHooOpasue opmaToB HayuyHO-MTPAKTUUYECKUX MEpO-
MPUATUIA TIO3BOJISIET OXBAaTUTh IIUPOKYIO ayaAUTOPUIO
CMEUMaTUCTOB C Pa3IMYHBIM YPOBHEM IMOATOTOBKU
U pa3HbIMM MOTPEOHOCTIMU. AKILIEHT Ha MPaKTUYECKYIO
3HAUMMOCTb 00pa3oBaTesIbHBIX MPOrpaMM CITIOCOOCTBYET
OBICTPOMY BHEIPEHUIO HOBBIX METOAOB IUArHOCTUKU
U JIeYeHUS B KIIMHUYECKYIO TMpaKTuKy. BaxkHbIM ak-
TOPOM ycIiexa SIBJASIETCSI aKTUBHOE COTPYIHUUYECTBO
C pervuoHajJbHbIMU MEAUIIMHCKUMU YUPEKACHUSIMU, YTO
MO3BOJISIET YUUTHIBATh UX MOTPEOHOCTU U afalTUPOBaTh
oOpasoBaTte/ibHbIE TPOrpaMMbl K MECTHBIM YCJIOBUSIM.

B nayuyHo-nmpakTuueckux Meponpusatusax LleHtpa
uM. JImutpust PorayeBa moMuMMoO pervoHaabHBIX CIEeLM-
aJlUCTOB aKTUBHO MPUHUMAIOT ydyacTHe KakK Bpauyu, Tak
n ooyuvaronimecs lLlenTtpa. Crenumamuctel 13 OTAOY
BO PHUMY wum. H.U. TTuporoBa Munsnpasa Poccuu
CUUTAIOT, UTO MPOBEJEeHNE HAayYHbIX MEPONPUSITUI IS
CTYJEHTOB, OPAMHATOPOB M AaCIIMPAaHTOB — 3TO YyI00-
HbII (hopMaT JJ1s1 TIOBBILIEHUSI YPOBHSI 3HAHUI U OCBO-
eHus mpodecCuoHaIbHBIX KOMIETEHLU, a Takxke s
Oynylleil KIMHUYECKON MPAaKTUKU U PACKPBHITUSI CBOETO
rnoTeH1Mana B cepe Hayku [3].

ITponomxas tTemy oOydyeHus1, aBTOpbl U3 JloHEeUKO
HapoaHoit PecryGiuku oTmeyaroT, 4To B OTJIMYME OT
MHOTHUX OHJIAH-MEPONpPUSITUIl BeOMHApPhl XapaKTepU-
3YIOTCSI TOBBIIIEHHONW WHTEPAKTUBHOCTbIO. YUYacCTHU-
KM BOBJIEUEHBI B 0O0Opa3oBaTeNIbHBIN Tpolecc, HUMEIT
BO3MOXHOCTb 3aJlaBaTh BOIPOCHI JIEKTOPY M YTOYHSITh
HesICHbIE MOMEHTBI BO BpeMsl JIEKIIUI WU MTPaKTUUECKUX
3aHgTUM [4].

BHeapeHue wu mporpecc TepeaoBbIX LU(PPOBBIX
pellleHuii oKa3ajJu 3HauMTeIbHOE BIUSIHUE Ha cdepy
o0pa3oBaHUs U TOBbILIEHNUE KBaaU(UKALIMU MEIULIMH-
ckux paboTHukoB. Mcnonb3oBaHre BUPTyaTbHBIX 00pa-
30BaTeJIbHBIX TIAaTGOPM M OOydYalolIUX TMporpaMm st
MH(GOPMALIMOHHBIX CUCTEM 3IpaBOOXpPaHEHUsI SIBJISETCS
KPUTUYECKM BaxKHBIM (PaKTOpPOM JIsl 00eCIeueHUs ore-
paTUBHOTO 1 6€30MacHOro JIeUeHUs MalMeHTOB, a TaKXke
MUWHUMU3ALUU PUCKOB, CBS3aHHBIX C MPUMEHEHUEM
UH(MOPMALIMOHHBIX TEXHOJOTUH [5].
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Yro KacaeTcs pa3BUTHUSI HAyYHO-TTPAKTUYECKUX MEPO-
npusituit B HM UL, cyimecTByeT mybaukaiysi aBTOpOB U3
®OI'BY «HMUILI tepanuu 1 nmpodrIakTUIeCKO MeIn-
uuHbl» Mun3npaBa Poccuu, rae HaydHO-NMpaKTUYECKUE
MEpOIPUSATUSL TIPENCTaBIeHbl KaK eIuWHasi CTPYKTypa,
BKJTIOUAIOIasi B3aMMOCBSI3aHHbIE 3JIeMeHThl. O0pa3o-
BaTeJbHbIE MPOTPaMMBbl KaK BaXXHbIA WHCTPYMEHT IS
obecrieyeHusT HeMpepbIBHOTO MPOdECCUOHATIBHOTO pa3-
BUTUS Bpaueil-TeparieBTOB HAXOAIT Bce OoJibliiee MpuMe-
HEHME B pa3IMYHbIX OpraHu3anusix. Db GEeKTUBHOCTh IPO-
BOJMMBIX MEPOIPUITUIA HANPSIMYIO BIUSIET Ha YPOBEHb
3aMHTEPECOBAHHOCTU U yYaCTUSI MEIUIIMHCKUX PAOOTHU -
KOB [6].

CoBpeMeHHbIE TEXHOJOTMU U 000PYIOBaHUE OTKPHI-
BAalOT BO3MOXHOCTU ISl 2GhGEKTUBHOIO yIaJleHHOTo
MEIUIIMHCKOTO 00pa30BaHUs W MOBBIIIEHUS KBATUDU-
Kallud B Pa3WYHBIX 00JIACTSIX MUATHOCTUKU, Tepamuu
U XUPYPTUU.

bnaromaps mpoBeaeHUIO MHOXKECTBA AUCTAHIIMOHHBIX
JIEKIIUIA, CEMMHAPOB, MPAKTUYECKUX 3aHITUIN U UHAUBU-
JyaJIbHBIX TeJIeMEAULIMHCKUX KOHCYIbTALIMA TTIPOMU30MAET
MocTeneHHas: TpaHcdopmalusi CUCTeMbl 00pa30BaHUS
U OKa3aHWUs MEIMIMHCKON IOMOIIM HAaCeJeHUIO0, UYTO
MO3BOJUT OOBEAUHUTH OOraThlii OMBIT TPAAULIMOHHOTO
00YyYeHHUS U COBPEMEHHBIE TEXHOJOTUU TUCTAHIIMOHHOTO
B3aMMOJNIECUCTBUS MEXIY IMpernogaBaTe/ssMyd U CTyACHTa-
MU, KOHCYJIbTAaHTaMM U NalyeHTamu [7].

Jak/oyeHue

Omnpit Hentpa um. Imutpus Porayesa B opraHuzauuu
U TIPOBEACHUM HAyYHO-MPAKTUYECKUX MEPOIPUITUIA
SIBJISIETCSI LIEHHBIM PECypcoM [UISl Pa3BUTUSL CUCTEMBI
HENPEPhIBHOIO MEAUILIMHCKOIO 00pa3oBaHUsI M TOBbI-
LIEHUs] KayecTBa MEAULIMHCKONA TTOMOIIU AETSIM C OHKO-
JIOTUYECKUMMU, TeMaTOJOTMYECKUMU U MMMYHOJIOTHYE-
CKMMU 3a00JieBaHUSIMM BO BcexX pernoHax Poccuiickoii
®enepauyu. [danbHeiilliee COBEPIIEHCTBOBAHUE CHUCTE-
Mbl HayYHO-TIPAKTUYECKOTO COTPYAHUYECTBA MEXIY
Lentpom um. dmutpuss PorayeBa W pervoHaJbHBIMU
MEIUIIMHCKUMU YUPEXKICHUSIMU, B TOM YMCIE 3a CYET
HUCIIOJIb30BaHUSI COBPEMEHHBIX MH(MOPMAIIMOHHBIX TEX-
HOJIOTMIA W paclIUpeHus CIeKTpa oOpa3oBaTebHbIX
nporpamMm, OyAeT CIocOOCTBOBAaTh NajbHEHIIEMY YIyd-
LIEHUIO PEe3yJITATOB JICUeHUS MAllMEHTOB U CHIDKEHUIO
3200J1€Ba€MOCTH U CMEPTHOCTH.
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KonrakTnbie nannbie: Anna Apkadvesna Heanosa annaiv33@rambler.ru

B cmamve paccmampusaiomes éonpocwl, Kacaroujuecsa onaamol MeOUUUHCKOU NOMOUU NO NPOQPUAIO «OHKOAO02US/OHKOEMAMON0US»
8 YCN08UAX KPY2A0CYmMo4Ho20 U OHeHoeo cmauuonapa. Ilpuseedenvl ocHoeHbie usmeHeHUs, npouzouieduiue 3a nocaeoHue 200bl npu
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The article presents issues related to the payment for medical care in oncology/oncohematology profile in 24-hour and day inpatient hospital
hospital settings. The main changes that have occurred in recent years in the formation of profile clinical and statistical groups are presented,
and emphasis is placed on the correctness of determining the total cost of a case when paying for it according to the clinical and statistical
groups and the cost-effectiveness of hospitalization of profile patients in a 24-hour hospital.
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B Poccum yxxe 6onee 10 neT MeauuMHCKAsT TIOMOIIIb,
oKasbiBaemasi B ycioBusix kpymiocyrouHoro (KC) wmmm
nHaeHoro (JIC) cranmoHapa, OTuIayMBaeTcsi B OCHOBHOM
u3 O1omxera poHma 00s13aTeILBHOTO METUIIMHCKOTO CTpa-
xoBaHus (OMC) 1o Tak Ha3bIBa€MbIM KJIMHUKO-CTaTH-
ctuyeckum rpynmnam (KCT).

Mopnens KCT mipencraBisieT coboii cuctemMy Tpymnim-
POBKM 3a00J1€BaHUI, OTHOCSIIUXCS K OMHOMY TTPOGDUITIO
MEIUIIMHCKOUW TIOMOIIMA W CXOTHBIX IO HCTIOIb3YEMbIM
METOoJIaM JIMaTHOCTUKY U JICUYEHUS TTAlIMeHTOB U CpeIHel
PECYPCOEMKOCTH (CTOMMOCTD, CTPYKTypa 3aTpaT U Habop
HCTIOb3YEMBIX PECYPCOB).

IMepBas mopens (2013 1) Bxomovana 187 KCI' u npu-
MEHSIACh JJIsI OTJIaThl MEIUIIMHCKON TTOMOIIN, OKa3aH-
Holi ToJibKO B ycinoBusix KC, omHako B HacTosiiee BpeMst
(2025 1) obmmiee uncio KCI' mrst KC cocrauster 452, mist
AC —216.

C TOYKM 3peHUsI TPUHITUTIOB (POPMUPOBAHUST POCCUTA-
ckast monestb KCI aBiisieTcst aHajioroM 3amaHoi MO
OIUIaThl MEMULIMHCKOM moMoliu — diagnosis related groups
(DRG), xoTOpast akTUBHO UCITOJIb3YeTCs B OOJIBIIIMHCTBE
ctpad mupa B Teuenue noutu 40 set. OCHOBHOI 3amaveit
Mpy pa3paboTKe JAaHHOTO TO/AXO/Aa K OIJIaTe SIBJsJIACh
MOTHUBALIMS Bpaueli ieunTh B ycioBusix KC neiictBuresb-
HO TSDXEJIbIX MalueHToB [1].

KiroueBsiM oTimumem poccuiickoit cucrembl KCIT
ot 3amanHoit monenu DRG sBnsiercst To, 4TO, TTOMUMO
MEIUIIMHCKUX YCJIYT, OHA BKJIOYAeT U JIEKAPCTBEHHYIO
Tepanuio, B TOM YKCJIE JOPOTOCTOSIIIINE JIEKapCTBEHHbBIE
npenapatsl (JIIT), yTo HexapakTepHO IS MHOTHUX 3apy-
OexXHbBIX cTpaH [1, 2].

Heob6xomumo otmetnTthb, yto ¢ 2021 . monmens KCTI
YTBEPXKIAETCSl B COCTaBe €XerogHo oOHosissemoii [Ipo-

rpamMMbl rocyaapctBeHHbIX rapanTuii (ITI'T). Y mockosb-
Ky I[II'T MeHsieTcst, TO HEM30€KHO MPOUCXOIUT OOHOBJIE-
nue u mozmenu KCI [3]. Tlpexne Bcero 31O CBSI3aHO CO
caenyomuMu pakTopamu:

- HEOOXOMMMOCTBIO yUeTa HOBBIX KIMHUYECKUX PEKO-
MEHJIAIUI 1 TIOPSIIKOB OKa3aHUSI MEMITUTHCKON TTIOMOIIIH;

- akTyanu3auuei neH Ha JIIT (knactepHblil aHATU3);

- WHAEKcalueil 3apaboTHOM TUIAThl MEIUIIMHCKOTO
TepcoHana;

- paccMOTpeHUEM TIPEIOKEHU OT BEAYIINX IKCIIep-
TOB 00 U3MEHEHUH OTLIATHI JIeUeHUST 3a00JIeBAaHUIA;

- UCKJTIOYEHUEM TyOJIMPOBAHUS TTEPEUHST BBICOKOTEX-
HOJIOTUYHOU MeauunmHcKoi momonu u KCT.

B 2025 . 06bemM (hrHAHCUPOBAHUST OHKOJIOTMYECKOM
oMo cocraBui 380 mipa py0., U3 KOTOPBIX MOPSIIKA
200 muipa py6. Oyznet morpaueHo Ha JITT. DTu TpaThl mocto-
SIHHO PAacCTyT, YTO OOYCJIOBJIEHO HE TOJIBKO TIOSIBJIEHUEM
Ha PBIHKE JOPOTOCTOSIIINX MHHOBAIIMOHHBIX IIperapa-
TOB, HO M YBEJIMUEHUEM YKCJIA CITy9aeB OHKOJIOTUIECKUX
3a00J1€BaHUIA.

Heob6xogumo monnmars, 4yto Moaeiab KCI' B oHkoo-
MM BKITIOYAET TOJIBKO TE CXeMBbI JIEYeHMSI, KOTOPBIE OTTMCAHBI
B KJIMHUYECKNUX PEKOMEHIALMX, U TOJIBKO Te MPEeraparsl,
KOTOpbIe BKITIOUeHbI B [TepedeHb KM3HEHHO HEOOXOIMMBIX
n Baxueinmmx JIIT (PKHBJITT), mockonbKy Tpu BKITIO-
YeHUM B HETO JIaHHbBIE TIpernapaThl MPOXOIST CEPhE3HYIO
KJIMHUKO-9KOHOMUYECKYIO OLIEHKY, X CTOMMOCTD KECTKO
KOHTPOJIUPYETCS Y HE MOXET TIPEBBIIIATh MPEIebHO 3ape-
TUCTPUPOBAHHYIO IIEHY IPOU3BOIUTENS |2, 4].

OpHako cleayeT Y4YWThIBaTh, YTO TIPU PEUIEHUU
BpaueobHoit komuccuu o 3ameHe KHBJIIT na JIIT He u3
IMepeuHss BcieACTBUE WHAWBUIYaTbHOW HETIEPEHOCU-
MOCTH WJIM TI0 XU3HEHHBIM TTOKa3aHUSIM OTUIaTa cirydast
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MEIUIIMHCKOM TIOMOIIM TIPOM3BOIMTCS TaKXKe 3a CYET
cpencts OMC [2].

KCITI B oHkonoruu Brepsbie mosiBuivch B 2018 ., Ho 3a
MOCJIeAHUE TOABI MPOU3OILIN CYIIIECTBEHHbBIC U3MEHEHUS
B ux (opmupoBanuu [1, 5]: pacmmpen nepeyeHbr KCI,
HOBBIE KPUTEPUM CTaJIM YYUTHIBATH OCHOBHOW JIMAarHO3,
BO3pAacCT, JUTUTEIbHOCTh TOCITATAIM3AIMY U MEXKIyHAPOI-
Hble HemaTeHToBaHHbIe HauMeHoBaHus1 JITT, mepecMoTpeH
MOAXO0/ K TPUMEHEHUIO MOMPaBOYHBIX KO3(MOUITMEHTOB —
OHU HavyaJIi TIPUMEHSITBCS TOJIBKO JUIS TOJIM PAcXOJ0B Ha
3apabOTHYIO IJIaTy U COIMYTCTBYIOIIUE 3aTPAThl, YTO CHU3M -
JIO 3aBUCUMOCTb CTOMMOCTH JICYSHUST OT KOI(POUITMEHTOB,
0COOEHHO B pEervoHax C BBICOKOU auddepeHIInpoBKOMi
TapuOB, UCKITIOUEHBI TyOIUPYIOIIME CXeMbI 0€3 COMPOBO-
JIUTEJILHOM Tepalliy, pacuIupeH MepedeHb MTPUMEHSIEMbIX
JITI, BKJTtOYast KOMOMHAIIMK UMMYHOTIPEIapaToB U TapreT-
HBIX areHTOB, MIEPECMOTPEHBI HOPMATUBBI CPETHEN MACChI
M TUTOIIaY TTOBEPXHOCTH Tejla TallieHTa, YTO TTO3BOJIIIO
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TOYHEE YYMUTHIBATh 3aTpaThl Ha JIEKAPCTBEHHYIO TePaIio
U PSII APYTUX U3MEHeHul (puc. 1).

Hnsa nexkapctBeHHoit Tepanuu 3HO numdbounHoi
U KpOBETBOPHOU TKaHell pa3padotanbl 12 KCI' mia IC
n 9 — qs KC. BaxkHO OTMETUTh, YTO MeToauKa (GopMU-
poBanus KCI' nj1s1 oHKoreMmarosoruu 6ojee TOYHO cTajia
YUUTBIBATh IJATEIBHOCTh JIEYEHUSI U HEOOXOAUMOCTH
MpUMEHEeHUs crielMduyeckux npernapartos [1].

B HacTosiee BpeMsl MO-TIPEXHEMY OTCYTCTBYIOT
otnenbHbie KCI' ayis onaTel JiydyeBoii Tepanuu B coye-
TaHUU C JIEKaApCTBEHHON Teparueil, KOTOpble MOIJU Obl
MPUMEHSTBCS B IETCKONA OHKOJIOTMU, YTO CYIIECTBEHHO
3aTpyaHsSIEeT paboTy AETCKUX OHKOJOrOB U IeMaTOJIOTOB
U, COOTBETCTBEHHO, CKa3bIBaeTCsl Ha (DMHAHCOBBIX MOTe-
psix MmenuuuHckoi opranuzanuu. KCI' st19.084—st19.089
pa3paboTaHbl TOJBKO TSI TPOMUIIST «OHKOJIOTHSI» 1 UMe-
10T OoJiee BBICOKMI KOI(DDUIIMEHT 3aTpaTOEMKOCTH IO
cpaBHeHMIO ¢ «aeTckoii» KCI st08.001 [2, 5].

2021r.

YBenunuenue KCI'c 3 po 13 8 KCwm ¢ 3 go 16 B 1C. YueT ocHOBHOro AnarHo3a, Bo3pacta (> 18 ner),
anutenbHocTy rocnutanusauuu n MHH J1T1. MonpaBouHble K03pdULMEHTbI — TONBKO Ans
[ONN PacxofoB Ha 3apaboTHYIO NnaTy U ConyTCTBYyIOLWMe 3aTpaThl
An increase in DRG from 3 to 13 in 24-hour hospital and from 3 to 16 in day inpatient hospital.
Taking into account the main diagnosis, age (> 18 years), duration of hospitalization and
the number of medications. Correction factors are only for the share of salary costs and related costs

2022r.

WcknioueHbl oy6nvpytowmeca cxembl 6e3 conpoBofutenbHon Tepanuu. Konnyectso KCI
LNA NeKapCTBEHHON Tepanuu 3510KayecTBeHHbIX HoBoobpasoBaHuii (3HO) (kpome onyxonen
MMGONAHOM N KPOBETBOPHON TKaHew) — 17. PaclunmpeH nepeyeHb NpUMeHAEMbIX MpenapaToB
Duplicate regimens without accompanying therapy are excluded.

The number of DRG for drug therapy of malignant neoplasms (except for tumors of lymphoid
and hematopoietic tissues) is 17. The list of medications used has been expanded

2023r.

AkTyanumsauuma cxem Tepanuu. OnnaTta CoOnpoBOANUTENbHON Tepanuy C NPUMEHEHMEM KO3OPrLIMEHTaA
CNoXKHOCTK neveHua naymeHTa (KCJM) (8 KC - 0,63, B AC - 1,2). Konnuecteo KCI gna nekapcTBeHHON
Tepanuu 3HO (kpome onyxoneit NMMPONAHON 1 KPOBETBOPHOW TKaHel) — 19
Updating therapy regimens. Payment for accompanying therapy using the patient's treatment complexity
coefficient (in 24-hour hospital — 0.63, in day inpatient hospital — 1.2). The number of DRG for drug therapy
of malignant neoplasms (except for tumors of lymphoid and hematopoietic tissues) is 19

2024r.

BBepeHume HOBbIX cxem Tepanuu. lNepecMoTp HOPMATUBOB CPefHEeN Macchl
1 NoLaay NOBEPXHOCTY Tena naLreHTa. MiameHeHa meTofuka pacuyeTa Taprdos
Introduction of new treatment regimens. Standards for average patient weight
and body surface area have been revised. The pricing methodology has been changed

2025r.

G

BBepieHbl HOBble CXeMbl JIeKapCTBEHHO Tepanuu, BKlovatoLye KoMOMHaLmMm MMMyHonpenapaTos
1 TapreTHbIX areHToB. MI3MeHeHa MeToaMKa pacyeToB. bonee TOUHbIV yueT AIMTeNbHOCTU leYeHnA
1 HeO6XOAMMOCTY NPUMEHEHUA cnelndryecknx npenapaTos. [lepecMoTp HOPMATUBOB CPefHeN Macchl
1 nAowWwaam NoBepxHOCTU Tena nauneHTa. Konnuectso KCI gna nekapcTBeHHON Tepanum
3HO (kpome onyxonen NMMbONAHON N KPOBETBOPHON TKaHen) — 22
New drug therapy regimens have been introduced, including combinations both immunotherapy
and targeted agents. The calculation methodology has been modified. More accurate
accounting of treatment duration and the need for specific medications has been implemented.
Standards for average patient weight and body surface area have been revised. The number of
DRGs for drug therapy of malignant neoplasms (except for lymphoid and hematopoietic tumors) is 22

Puc. 1. Usmenenus KCI 6 corudnoii onkonoeuu 3a nocieorue 5 rem

m Fig. 1. Changes in diagnosis related groups (DRG) in solid oncology over the past 5 years
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ba3oBas cTaBKa — pa3mep cpefHeil CTOMMOCTY 3aKOHYEHHOTO Cllyyas NleyeHus,
KOTOPbIV YCTAaHABNVBAETCA HE HVKE MUHUMAJTbHbIX Pa3MepoB 6a30BbiX CTABOK,
ycTaHoOBJIeHHbIX nporpammon OMC, yTBepxgaemol B coctase MM

The base rate is the average cost of a completed case of treatment, which is set at

no less than the minimum base rates established by the compulsory medical insurance
program approved as part of the State Guarantees Program

Kos¢pduumeHT oTHOCUTENbHOI 3aTPAaTOEMKOCTU OTPaXaeT OTHOLIEHUE CTOMMOCTU
KoHKpeTHol KCT K cpefHemMy 06bemy GprHaHCOBOro obecneyeHmns MeanLIMHCKON NoMoLLx

Onnara meguumnHcKom B pacyeTe Ha OLHOTrO NPOoNeyYeHHOro naymneHTa (6a3oBas cTaBKa), yctaHasnmeaetca MMM

nomowum no KCr
Payment for medical
care by DRG

-Kan

The relative cost-intensity coefficient reflects the ratio of the cost of a specific DRG to
the average volume of financial support for medical care per treated patient (base rate),
established by the State Guarantees Program

MonpaBouHbie KO3pPULMEHTbI yCTaHABNNBAIOTCA Ha TEPPUTOPUASIBHOM YPOBHE:
- KO3 PULMEHT cneunduKky;
- KO3bPULMEHT YPOBHA (NOAYPOBHA) MeANLIMHCKOW OpraHun3aLuuy;

Correction indicators are established at the regional level:

- specificity factor;

- medical organization level (sublevel) factor;
- patient treatment complexity coefficient

Puc. 2. Onnama meduyuncroii nomowu no KCI'

Fig. 2. Payment for medical care by DRG

Pacder ctomMocTr 3aKOHYEHHOTO CITy4ast JICYEHUS 10
KCT ocyuectBisieTcsi Ha OCHOBE CJIeIYIOLIMX SKOHOMMU-
yeckux napaMeTpoB [4]: 6a3oBasi cTaBKa, KOMDOULIMEHT
OTHOCHTEJIBHO 3aTPaTOEMKOCTH M MOIIPAaBOYHBIX KO3(-
¢duuneHToB (puc. 2).

bazoBas craBka (pa3mep cpeaHelt CTOMMOCTU 3aKOH-
YEHHOTO CJIydasi) B HacTosIIIee BpeMs yBeJIMIeHa U 00JTb-
IIIe He PeryaupyeTcs Kak MPOLIEHT HopMaThBa (pMHAHCO-
BBIX 3aTpar (B cyobekTax Poccuiickoit @Denepaiiin oHa
ObLIa HIKE, YeM B (efepalbHbIX MEIUIIMHCKIX OpTaHu-
3aumstx). CerogHs Bo BceX (peepabHBIX U perMOHATBHBIX
KJIMHUKaX (KpoMe KJIMHMK I. MOCKBBI) OHa OJMHaKOBa
u coctanisteT 32 120,12 py6. wis KC u 17 622,00 py6. mis AC.

Taomua 1. 3uauenus KCJIIT
Table 1. Value of the patient's treatment difficulty coefficient

Ilepeuens ciyuaes

List of cases

KoadbduimeHT 3aTpaToeMKOCTH (CpelHeB3BELIECH-
Hasl CTOMMOCTb Cjydyasi/0a3oBasi cTaBKa (PMHAHCOBOTO
obecrieyeHUsT) TaKKe YCTaHaBJIMBaeTCs Ha (perepaJlbHOM
YPOBHE U UCIIOJIb3YeTCs IS OIUIaThl CTy4aeB, B KOTOPbIX
MPUMEHSIIUCH JOPOTOCTOSIIIME TEXHOJIOTUHU (B TOM YUCIe
noporoctosiue JITT u3 rpynmnbsl aHTUMUKPOOHBIX).

M3 rpynmbl MonpaBoYHBIX KOI(MDGUIIMEHTOB OCO-
6oe BHuMaHue 3aciayxuBaeT KCJIII, ycraHaBiuBaeMblii
TapuHBIM COTJIAIICHUEM M YYUTHIBAIOIINI O0Jjiee BBICO-
KU ypOBEeHb 3aTpaT Ha OKa3aHUE MEAULIMHCKOM MOMOIIIH.

B Tabu. 1 npencrapnensl 3HaueHuss KCJITT aiist otaens-
HBIX ciyyaeB. Ilpu pacueTe CTOMMOCTU MEIUILIMHCKOM
MOMOIIIU, OKa3aHHOW ETSIM C OHKOJOTMYECKON MaToJIo-

3navyenue KCJITI
Value of the patient's
treatment difficulty coefficient

JleyeHwue neteit 1o 4 JIeT ¢ MPeIOCTaBICHUEM MECTa COTPOBOXKIAIOIIEMY
Treatment of children under 4 y.o. with provision of a place for an accompanying person

0,20

JleyeHue nereii o MpoGUITIO «reMaToJIOTHs, IeTCKask OHKOJIOTHSI»

) C TIPEIOCTABJIEHUEM MECTA COMPOBOXKIAIOIIEMY
Treatment of children in the field of “hematology, pediatric oncology”

0,60

with provision of a place for an accompanying person

3 PasBepTbIBaHMEe MHINBUAYATBHOTO MTOCTA
Deploying an individual post

0,20

Hanuuune y nmauyeHTa TsKeIoi COMyTCTBYIONIEH MaToJoruu (CaXxapHblid 11a0eT, XpOHUYECKU I
mmMdoIteiiko3, opdaHHbIe 3a00JIeBaHNST, BUPYC UMMYHONIC(HUIINTA YeTOBEKa, PACCESTHHBII

CKJIEPO3, IETCKUIA LIepeOPaTbHBIN Mapaany, COCTOSIHUE MOC/IE TPAHCIUIAHTALMK OPTaHOB M JIp.)
The patient has severe concomitant pathology (diabetes mellitus, chronic lymphocytic leukemia,

0,60

orphan diseases, human immunodeficiency virus, multiple sclerosis, cerebral palsy, condition
after organ transplantation, etc.)

HpOBeHeHI/I€ COUYCTAaHHBIX XUPYPTUIECCKUX BMEIIATCIILCTB UJIN

5 orepaluii Ha mapHbIX opraHax (ypoBHu 1—5)

0,05-3,49

Performing combined surgery or surgery on paired organs (levels 1—5)

6 [IpoBeneHKre cCONMPOBOINUTENBHOM JIEKapCTBEHHOM Tepanuu pu 3HO
Concomitant drug therapy for malignant neoplasms

KC/24-hour hospital — 1,53
N C/day inpatient hospital — 2,67

l'lpose;:[eHHc TECTUPOBAHMs Ha BbIABJICHUEC PECITUPATOPHBIX BUPYCHBIX 3a00JIeBaHUIi B nepuon

7 TOCTIUTATM3ALUN

0,05

Tests for respiratory viral diseases detection during hospitalization
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rueit, MOTyT UcHoab30BaThcsl Kak MuHUMyM aBa KCJITT
co 3HaueHueM 0,6 Kaxablii: «JleyeHne aeTeit mo mpouiTo
reMaToJIoTusl, JeTCKasi OHKOJOTHSI C TMPEedoCTaBICHUEM
MecTa compoBoxpaawoleMmy» U «Hamuuuwe y manueHta
TSKEJION COIMYTCTBYIOLIEH maTojgorun». Eciau Bo3MOXHO
npuMeHeHne Heckonbkux KCIIIT, utoroBoe 3HaueHue
paccuMThIBaeTCS CyMMUpOBaHUEM. B cityyasx, mpu KoTo-
pbix coctosiHue He TpedyeT mpumeHenust KCJIIT, oH nmpu-
HUMAEeTCs paBHBIM HYJIIO.

K ocHoBHBIM TapaMeTpaM yueta croumoctu KCI Tak-
K€ OTHOCSITCSI:

1) crouMocTh | KOWKO-IHS W MAlMEHTO-IHS (U1
KC u IC cooTBETCTBEHHO);

2)  CTOMMOCTb MUTAHUS MallMeHTa Ha | IeHb;

3) cpenHssd (akTuyeckash IJIUTEIbHOCTb TOCIUTA-
Jm3anuu o coorsetrcTBytoieit KCT;

4)  cTOMMOCTb OTACIbHBIX JoporocTosux JIIT (pu
ooHopnenun KCI' nmng omiaTel MPOTUBOOITYXOJEBOM
JIKApCTBEHHOW Tepanuu, JIeYEHUsI C MPUMEHEHUEM
TEHHO-WHKEHEPHBIX OMOJIOTMYECKUX npenapaToB
(T'MBIT) 1 ceaeKTUBHBIX UMMYHOIETPECCAHTOB, XPOHU-
YECKUX BUPYCHBIX TEIaTUTOB);

5) KOJWYECTBO 3aKOHUYEHHBIX CJIydyaeB JeUYeHUs
B pa3pe3e METOJIOB JICUCHMUS;

6) 1eneBbIe 3HAUCHUST 3apabOTHOI TuTaThl Ha 2024 1.;

7) pacxombl Ha MUKPOUH(bY3UOHHYIO TOMIY TMpHU
MPUMEHEHUU CXeM JIEKApCTBEHHOM Tepamnuu, Mmpeanoia-
rarloimx MHOrO4acoBYI0 UH(Y3HIO;

8) CcTOMMOCTH COMPOBOAUTENBbHON JEKAapCTBEHHOM
Teparnuu.

Ecimu miepBble 6 TIYHKTOB NPUMEHUMBI JUIST JIIOOOTO
npoduis, TO MOcAeIHUEe 2 BbIAEIECHbl UCKIIOUYUTEIbHO
JIIST OHKOJIOTMYECKON MEAULIMHCKON TTOMOIIM, OJHAKO
OHM HE HAIlJTU CBOETO OTPakKEHUSI B TeAUATPUU.

K coxaneHuto, B Hacrosiiee BpeMsi HU B METOIU-
yeckux pekoMmeHmauusx, Hu B III'T He ykaszaHo, yTO
BritoyeHo B cTpykTypy KCI. Ilpu nmpoBepkax kKauecTBa
MEIUIUHCKON TTOMOIIX 3KCIEePThl TPEOYIOT MPOBEACHUS
KOHCYJIbTAlIMi Y3KUX CHEUMATUCTOB, MOMOJHUTEIbHBIX
uccnenosanuit, onHako B KCI' pacuersl mpeaycMoTpe-
HbI TOJIKO CXEMOW JIeKapCTBEHHOU Tepamuu. B cBsizu
C BbILIECKAa3aHHBIM MEIUIIMHCKUE OPTaHU3aluU TEPSIIOT
1o 40 % ¢ kaxmoro Kypca molmxumuorepanuu. besyc-
JIOBHO, OIljIaTa JICYEHUST U TUarHOCTUKU COMYTCTBYIOIIEH
NaToJOTMU JOJKHA MPOBOAUTHCS OTHEabHO. M crnucok
JITT Takke MOMJIEXKUT MOCTOSTHHOU Koppekuuu. Hampu-
Mep, B HEro 10 CUX MOop He BKIYeH HU omuH JIII,
MPEeIyCMOTPEHHBIN 17151 JIeUeHUs] aHEMMU, PsII Tperapa-
TOB HE MOTYT MPUMEHSIThCSI OMHOMOMEHTHO C MpoBe/e-
HUEM MPOTUBOOMYXOJEBOI Tepanuu, YTO MPOTUBOPEUYUT
TEKYIIMM TpaBUiaM OILJIaThI.

CornacHo KCT myis orutathl ciiydasi TpeOyeTcsl XKecT-
Koe COOIofcHNe KIMHUYEeCKUX pekoMeHaamuii. C aTo-
ro roja CTaHAApPThI OOJIbIIIE HE YYaCTBYIOT B KOHTPOJE
KayecTBa MEAULIMHCKOW TTOMOIIY U HE SIBJSIOTCS 00s13a-
TeJbHBIM TOKyMeHTOM. B mpaBuiax OMC oHU ocTaIiCh
TOJMBKO KaK WHCTPYMEHT ISl TIJIAHUPOBAHUS OOBEMOB
u croumoctu III'T 1 TeppuTOpraIbHBIX TPOrpaMM. DTO,
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B CBOIO OuYepe/ib, TAKKE BBI3bIBAET JUCCOHAHC, MOCKOJIb-
Ky B psiie CTaHAapTOB OKa3aHUsI MEAUIIMHCKOU ITOMOIIN
€CTb MEIUIIMHCKIUE YCIIYTH, KOTOPBIX HET B KITMHUUECKUX
peKOMEeHIaIHsIX.

Bo3Hukaer cnpaBemIMBBIA BOMPOC — MOXHO JU
MOBBICUTh UTOTOBYIO CTOMMOCTD Ciy4asl TIpy OIuIaTe Mo
KCI'? OtBer onHo3HaueH — jga, moxHo. IIpexae Bcero
cyliecTByeT BO3MOKHOCTD puMeHeHus: KCI' ¢ BbicokuM
Koa(ddulimeHToM 3aTpaToeMKocTu. He cienyer 3a0biBaTh
00 ucnoap3oBaHuu KCJIIT u 1OMOJHUTENBHBIX KJIacCHU-
(bUKaIMOHHBIX KPUTEPUEB, TTIOCKOIBKY CIIOXKHBIC CITydan
MOTYT OBITh CAMBIMU Pa3HBIMU: JUTUTEJIbHAS TOCTIATAIM -
3awus (30 qHeit u 6onee), TedyeHre KOMOPOUIHOM MMaToJ10-
ruu, riepeson u3 KC B otaesieHre peaHMMalu 1 UHTEH-
cuBHoi Tepanuu win u3 JIC B KC. Tak, npu Ha3HAaYeHUU
MalMeHTy aHTUMUKPOOHOI Tepanuu (Harmpumep, amt3)
B YCIIOBUSIX OTHEJICHUs peaHUMallud W WHTEHCUBHOM
Tepanuu (HarmpuMmep, Mpu it2) CTOMMOCTb Cilydasi BO3pac-
TaeT Ha HECKOJIbKO COTEH ThICSY pybJieii (B 3aBUCUMOCTH
OT JUTUTEIbHOCTHU Teparuin).

Kpome Toro, cymiectByeT Takas BO3MOXKHOCTb, Kak
cymmupoBanue 2 KCI' u 6onee. /JlaHHast omnuus MOXeT
OBITh MPUMEHUMA TIPU CIAEAYIOIINX 00CTOSITEIbCTBAX:

- BO3HMKHOBEHUE HOBOI'O 3a00JIeBaHUSI WJIM COCTO-
SIHWSI, BXONSIIEro B NPYyrol kiacc MexIyHapoaHOM
knaccudukanuu 6osesHeit 10-ro nepecMoTpa 1 He SIBISI-
IOIIIETOCSI TTPOTPECCUPOBAaHEM OCHOBHOTO 3a00JeBaHUs
(Hanmpumep, nmonuxumuotepanus (st08.002) + mposene-
HUE aHTUMMUKPOOHOW Tepanmuy WHGEKIUA, BbI3BAHHBIX
MO PE3UCTEHTHBIMA MUKPOOPTaHU3MAaMM );

- YCTaHOBKa/3aMeHa MOPT-CHUCTEeMbl (KaTeTepa) IS
MOCJEAYIONIET0 TPOBEACHUST TMOIUXUMUOTEPATIUU WU
XUPYPTUYECKOTro BMelllaTeabcTBa (Hampumep, st19.038 +
st08.001);

- 3TamHoe Xxupyprudeckoe JiedeHue npu 3HO, He
MpeaycMaTpUBaloIee BEITCKY MallieHTa U3 CTallioHapa;

- MMPOBEJEHUE MEAUIIMHCKON peabuInuTalliy MalueH-
Ta MOCJIE 3aBEPIICHUS JICUEHUSI B TOU Xe MEIULIMHCKON
OopraHusaluu 1O MoBomy 3abojieBaHUs, MO KOTOPOMY
OCYILIECTBIISIOCH JICUEHUE.

OnHako, 4ToObl BIOCJEACTBUM HE BO3HUKJIO IITpad-
HBIX CAHKIIMI, BCE CBEIEHMS JOKHBI OBITh YETKO 000-
CHOBaHbl Y KOPPEKTHO OTPaxk€Hbl B UCTOPUU OOJIE3HU,
B TOM UHCJIe B OKOHYATEIbHOI (hOPMYJIMPOBKE AMarHo3a,/
nurarHo3oB. bosiee Toro, He moryckaeTcs:

- BbICTaBieHUe ciydas ToibkKo 1o KCI' st36.013—
st36.015 «[IpoBegeHne aHTUMUKPOOHO Teparu MHGbEK-
LIV, BBI3BAHHBIX IMOJIMPE3UCTCHTHBIMU MUKPOOPTaHU3-
Mamu (ypoBHU 1—3)» 6e3 ocHoBHOII KCT;

- BbicTaBieHue caydyas no ayM KCI' u3 mepeu-
Ha st36.013—st36.015 «IIpoBeneHre aHTUMUKPOOHOM
Tepanuyu MHQEKIN, BBI3BAHHBIX IMOJIMPE3UCTEHTHBIMU
MUKpoopraHuzMamu (ypoBHU 1—3)» ¢ mepeceKarommnumu-
Csl CPOKaMMU JICYCHUS;

- BBITMIOJIHEHME aMOYIaTOPHBIX UCCIENOBAaHUI Ha cTa-
LIMOHAPHOM KOWKe M WX IojJaya B KayecTBE OTIEIbHOI
ycayri (TIpupaBHUBaeTCs K JABOMHOMY (bMHAHCHUpOBa-
HUIO).
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Table 2. Cost of inpatient therapy, thousand rubles

IMomxumuoTepanus
Polychemotherapy
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JIyyeBas Tepanus

ConpoBonureibHAs Tepanust
Accompanying therapy

Koiikn Radiation therapy
Medical bed o p—
CEcaroeas c00-80 | cs1-85,96 | c91-95 i%%i’;ﬁ% i%%i‘;;ﬁf C00-80
JC (ds) _
o P 299 356 389 351 535829 29197 59 407 2433-4055
LCE () 332267 341 207 569 526 73954 225673 15 076—50 255

24-hour hospital (st)

B Tabm. 2 mpencTtaBieHa CTOMMOCTH CIydaeB OKasa-
HUS MEOUIIMHCKOM ITOMOIIU ICTSIM C OHKOJIOTUYECCKOM
natojyorueit B ycnousax I C u KC Ha 6a3e ¢penepalbHOTO
IeHTpa.

Kak BumHO m3 Tab1. 2, CTOMMOCTb JYIeBOI TepaItin
OpsIMO TIPOTIOPIIMOHAIPHA KOJWYECTBY IPUMEHSIEMBIX
dpakuuii.

OTmenbHOTO BHUMAHUS 3acly:KUBAacT IIPOBEICHUC
COIIPOBOAUTEILHOM TePAITN — HEOThEMJIEMOM COCTaBIISI-
FOoIIeit KOMITJICKCHOTO BEICHMSI OHKOJIOTMUYCCKUX ITaIl-
eHToB. B 2020 r. Ha coBemanuu AHO «HannoHaabHBIIT
HEHTP OLIEHKU TEXHOJIOTUU 3IpaBOOXPaHCHUsI» IO 3TH-
moit CoBeta Pemepalliil U C yJaCcTUEM ITIpeACTaBUTEICH
MunsznpaBa Poccun Obl1a obcyxkiaeHa HEOOXOAUMOCTb
BKJTFOUCHUSI COITPOBOIUTEILHOM TEPAITUH B KIIMHIIECKIE
pekoMeHmanmuu. Ho ITOCKOIbKY TTOAXOOHEl K €€ IIpoBe/Ie-
HUIO, B OTJIMYHE OT OHKOJIOTMIECKHX CXEM, CCTEMaTU3H -
pOBaHBI HE TTI0 HO30JIOTMYECKOMY ITPUHITUILY, a TI0 IIPWH-
UITY OOIITHOCTU BO3MOKHBIX OCJIOKHEHU, HA TEKYIII
MOMCHT B TIOAABJISIONIEM OOJIBIIMHCTBE TaKWe KIWHU-
YecKrWe pPeKOMEHmalMM He pa3pabotaHbel. bomee Ttoro,
BCE OCHCTBYIOIINE HOPMATUBHEBIC aKTHI, PETYIMPYIOIINE
OHKOJIOTUYECKYIO ITOMOINb, HE COIepXKaT ITOJIOKCHUI,
KOHKPETU3HUPYIOIINX MMPAKTHIECKUE BOIIPOCHI IIPOBEIC-
HUSI COIPOBOIUTEILHOM Tepanuu [2, 5].

Ecmn mpwm okazaHWM [OaHHOTO BUIA MEIWUIIMH-
CKOI TIOMOINM B3POCIBIM TIALIMCHTAM C COJUITHBIMU
HOBOOOpa3oBaHUsIMU paspelieHo TpuMeHaTs KCIITT
(0,63BKCwu 1,28 /C), uto yXe yBeanuuBaeT Tapucd mpu-
MepHO Ha 16 1 18 ThIC. py0. COOTBETCTBEHHO, TO B IETCKOM
MpaKTHKe, KaK TOBOPWIOCH paHee, TAKOTo He IPeIyCMO-
TpeHOo. CTOMMOCTh COITPOBOAUTEIIHHON Teparmmy IETIM
C OHKOTE€MAaTOJIOTMIECKOM MaTOJIOTHEH BCEIICIO 3aBUCUT
OT IJIUTEIBLHOCTH TOCIIUTAIM3ALINI, HO BO BCEX CIyJasx
SBIISICTCST (PMHAHCOBO HM3KO3((DEKTUBHOM.

Otnecenne K KCI' st36.012 u ds36.006 «<3HO ©6e3
CIIEIIMATBHOTO TIPOTHBOOITYXOJICBOTO JICUCHUS» IIPO-
W3BOIUTCS, €CTM OUAarHO3 TpUHAMICKUT Kiaaccy C, HO
TIpY 3TOM MAIMEHTY He OKa3bIBAJIOCH YCIIVT, SBIISIOIINX-
¢ KinacCU(UKAIIMOHHBIM KpHUTEepHeM (XUMHUOTEpaIInsI,
JIydeBasl Tepamusi, XMpyprudeckas omepamus). JanHas
TPYIIIIa MOXET IPUMEHSITHCS B cIydac HEOOXOMIUMMOCTH
TIPOBEICHMUS TTOMICPKMBAIOIICH Teparmmyd M CHMIITOMA-
THYECKOTO JICUCHUs W TpeOyeT 0coO0ro BHUMAHUS TIPHU
SKCIIePTH3E KaueCcTBa OKa3aHM MEAUIIMHCKOM ITOMOIIN Ha
peaMeT 000CHOBAHHOCTH ITOAOOHBIX TOCTINTAIM3ALIHIA.

B cootBeTcTBUHM ¢ TIporpaMmoit o ykKazaHHBEIM KCI,
a taxxke 1o KCT st19.090—st19.093 u ds19.063—ds19.066

«3HO mmdonaHoli W KpOBETBOPHOUM TKaHEH 0e3
CIICIIMAIBHOTO TIPOTUBOOITYXOJIEBOTO JICUYCHMUST» MOKET
OCYIIECTBIISITBCSI OIUIATAa CIIy4acB BBEIACHMST MCIMIIH-
ckoii opranmzanueit JII1, mpegocTaBIeHHBIX TTAIIIEHTOM
WIA WHOW OpraHu3alMen, NEeWCTBYIOUIEH B WHTEpecax
MMaleHTa, M3 WHBIX MCTOYHUKOB (pMHAHCHPOBAaHUS (3a
nckimroueHueM JII, TproopeTeHHBIX IMTaIlMeHTOM WIIN €TO
MIPEACTAaBUTEIIEM 3a CUCT IMIHBIX CPEICTB).

MenuIMHCKIM OpTaHU3allisIM HepeHTa0eIbHO:

- TIPOBOAUTH NMATHOCTHUYECCKWE WCCICHOBAaHMSI Ha
CTaIIMOHAPHON KO¥Ke, KpOMe MMMYHOTHUCTOXUMHUICCKIX
WCCIIEIOBAHUN U ITO3UTPOHHO-3MUCCHOHHOM TOMOTpa-
¢um B ycinoBusx 1C;

- TOCIUTAJIM3UPOBaTh Ha IIPOBEIACHME COIPOBOIU-
TeJbHOM Teparmu 3aboneBanmnii CO0—80, Kpome malmeH-
TOB C IMATHO30M «arpanyioiuto3» (D70);

- TOCTIWTAJIMU3WPOBATh ITAIIMCHTOB Ha IIpPepBaHHBIN
ciyJai, TaK KakK IpU IUIMTSIBHOCTU JIeUeHUs < 2 THei
IMPONCXOINT CHIDKCHME OIUIaThI CTOMMOCTHM clydas Ha
70 %, ipu JUIMTEILHOCTY JieueHus: 3—5 qHeit — Ha 50 %.

Orurata B ITIOJTHOM 00BbeMe TIPH IJIUTEILHOCTHA TOCIIH -
Taau3alny 3 THS U MEHEe IMPONCXOMNUT B CIIydasiX, yKa-
3aHHBIX B Ta01. 3. VIX mepeueHb B TEKYIIeil BEPCUU OITIa-
TBI MequiImHCKOM ToMoinn 1mo KCI™ He m3aMeHumcs.

Ecnu B pamMkax omHOTO ciaydas JCUYCHUS MalMCHTY
OBLIO 0Ka3aHO HECKOJIPKO XUPYPIrUIeCKIX BMEIIIaTeIbCTB,
oriata ocymiectsisgercs 1mo KCI, koTtopast uMmeeT 0osee
BBICOKMIT KO3 (UITUCHT 3aTPATHOCTH.

WHTepecHasT cuTyalys CKJIagbIBaeTCs ¢ Ha3HAUYCHUEM
I'BII B ycnoBusix crauuronapa [1, 6]. M3HavyanbHO 3TH
KCTI' xapakTepn30BaliCh HECOTHOPOTHOCTBIO B CTOMMO-
CTH CJIyJaeB TOCIIUATAIN3AlMI M3-3a OOJIBIIIOTO pa3dpoca
meH Ha JII1 m pasnmmumit B pexxmMmax WX JTO3MPOBAHUS.
B HacTosIIIEe BpeMST CYIIIECTBEHHO PACITUPUIICS aCCOPTH -
meHT 'MIBIT Ha poccuiickoM hapMalieBTUIeCKOM PhIHKE,
MMOSIBIJIMICh HOBBIC JICKApCTBAa M HOBBIC ITOKA3aHUS IS
IIPOBEICHNS JOPOTOCTOSIIICH OMOTOTMIECKOM TepaItii.

Ilepeuenb 'MBII, KoTOpble BXOAST B YTBEPKACHHbIM
B 2025 1. crimcok 2KHBJIII, mpencrasieH B TaoI. 4.

KoaddpuuumeHT 3aTpaTHOCTU TIPU UX IIPUMEHECHUU
cocrasisier 4,06 B ycinoBusx C u 3,25 B yCIOBUSIX
KC, 4r0o TakKe MOBBIIIAET YPOBCHB OILIATHI CIIydasl.
B HacTosuee Bpems y nereii npu pacyetre no3 'MBII
CpeImHss Macca U IJIOIIanb MTOBEPXHOCTHU Tejla OIPeIc-
JITIOTCS McXons n3 (aKTUIECKOro CpeaHEeTro Bo3pacTa
MMpUMEHEHNST KaXmoi cXeMbl (paHee CpemHUA BO3pacT
OTIpeAC/ISUTN MCXOAS M3 WHCTPYKIWU II0 TTPUMEHEHUIO
JITT). HeoOGxonuMo OTMETUTH, YTO TMOJTUKOMIIOHEHTHAsI
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Tadmuua 3. Onsama 6 noaHom o6seme npu OaumenbHocmu cocnumanu3ayuu 3 OHs U MeHee

Table 3. Payment in full for hospitalization duration of 3 days or less

KC JC
24-hour hospital Day inpatient hospital

KCr Ha3zBanue
DRG Name
$t08.001 JlekapcTBeHHas Tepanus npu coauaHbeix 3HO, netn

Drug therapy for solid malignant neoplasms, children

HCKapCTBCHHaﬂ Teparnusi IpU OCTPOM JIeKO3e, 1eTh

S Drug therapy for acute leukemia, children

JlekapctBenHas Tepanus npu 3HO numbounaHoit
¥ KPOBETBOPHOW TKaHEM, 1eTH
Drug therapy for malignant neoplasms of lymphoid
and hematopoietic tissues, children

st08.003

Omnepanuu mpu 3HO 1oYKH 1 MOYEBBIIETUTETLHOM
cHUCTeMBI (YPOBEHD 2)
Surgery for kidney and urinary system malignants
(level 2)

st19.007

VcraHOBKa/3aMeHa TIopT-CUCTEMBI (KaTeTepa) ISt
JiekapcTBeHHoi Tepanuu 3HO
Installation/replacement of a port system (catheter) for
drug therapy of malignant neoplasms

st19.038

KCr
DRG

Ha3zBanue
Name

JlexapctBeHHast Tepanust ipu conunaubix 3HO, netn

i Drug therapy for solid malignant neoplasms, children

.HeKapCTBCHHaﬂ Tepanus Mpyu OCTPOM JIeHKO03e, AeTU

ALY Drug therapy for acute leukemia, children

JlekapctBenHas tepanust npu 3HO numdbounaHoit
1 KPOBETBOPHOM TKaHEM, 1eTU
Drug therapy for malignant neoplasms of lymphoid
and hematopoietic tissues, children

ds08.003

YcraHOBKa/3aMeHa MOPT-CUCTEMBI (KaTteTepa)
TS IeKapcTBeHHOM Tepanuu 3HO
Port system (catheter) installation/replacement for
malignant neoplasms drug therapy

ds19.028

rOCl'[I/ITaJII/I3aL[I/IH B IMAarHOCTUYCCKUX LEIIX
C IMOCTaHOBKO/TIOATBepXKAeHNEeM qrartHo3a 3HO
C UCIIOJIb30OBAHUEM HO3I/ITDOHH0—3MI/ICCI/IOHHOI71
ToMorpacru, COBMELIEHHON ¢ KOMITbIOTEPHOI
ToMoOTrpaduein
Hospitalization for diagnostic purposes with the
establishment/confirmation of the diagnosis of ZNO
using positron emission tomography combined with
computed tomography

ds19.029

Focnnmnmauna B IMAarHOCTUYCCKUX LEIIX
C ITPOBECACHUEM onorcun u TTOCJICAYIOIITUM
BBITMTOJTHEHUEM MOJICKYJISAPHO-TEHETUYECKOTO I/I/I/L’ll/l
HMMMYHOTUCTOXUMHUYECCKOTO UCCICOIOBaAHNMA
Hospitalization for diagnostic purposes with
biopsy and subsequent molecular genetic and/or
immunohistochemical examination

ds19.033

—

Tao0muua 4. FTHBIT

Table 4. Genetically engineered biological preparations

Knacce npenapara

JleiicTBYyIOLIEE BELIECTBO

Drug class Active substance

Touunnuzymad
Tocilizumab

Capunymat
WHrU6UTOpHI MHTEpIIEKIHA-6 Sarilumab

Interleukin-6 inhibitors Os10Ku3yMab

Olokizumab

JleBunumato
Levilimab

NHpnukcumad
Infliximab
Ananumymato
Adalimumab
MHruburopsl hakropa HEKpo3a
OTTyXOJIH-0,
Inhibitors of tumor necrosis factor-a

Tonmumymato
Golimumab

Llepronuzymaba mnaroj

Certolizumab pegol

DTraHeplenT

FEtanercept
AHTH-CD20-MOHOKJIOHAJIbHbIE

Putykcumatd
By Rituximab
Anti-CD20-monoclonal antibodies
e

Abatacept

Blocker of T-lymphocyte co-stimulation
______________________________________________________________|

JIEKapCTBEHHAsl Tepamnusl C BKJIIOYEHUEM (MHUILMALIUEN
u 3ameHoit) T BIT npenmnonaraer BO3MOXHOCTb MOBTOP-
HOM rocnuTaau3aluu, TPeOYIOIeics B CBSI3U C TPUMEHEe-
HUEM HaChIIIAIOLIKNX 103 B COOTBETCTBUU C MHCTPYKIMEH
no npuMeHenuto JIIT kak B pamkax mopenu KCI, Tak
U TIPU OKAa3aHUU BBICOKOTEXHOJOTUYHOU MEIULIMHCKOMN
TOMOIIIU.

CornacHo mocienHuM usMeHeHusiM [ITT BBemeHbI
HOBbIE HOPMATUBbI HA TOMOJTHUTEIbHbIE BUIbl MEIULIAH -
CKOU NTOMOILIU:

- oIJ1aTa LIKOJI 7151 MAllUeHTOB C XPOHUYECKUMMU, B TOM
YUCJie OHKOJIOTUYECKUMHU, 3abosieBaHUsIMU. [laHHas
ycayra OyAeT OCYLIECTBASTHCS OTAEAbHO OT MOAYIIEBOTO
HopMaTuBa (GMHAHCUPOBAHUS MEPBUYHON METNKO-CaHU -
TapHOI MOMOIIH;

- OpraHu3alys CTalroHapa Ha JOMY ¢ BO3MOXXHOCTbIO
Bbinauu JITT Ha pyku, 0cO6EHHO TabIeTUPOBAaHHBIX DOPM;

- TMOBBIIIEHUE CTOUMOCTHY peaduInuTallMU, B TOM YUC-
JIe OHKOJIOTMYECKOU. DTO MOKa HETOCTaTOYHO Pa3BUTOE,
HO OYEHb TNEepCIEeKTUBHOE HampapieHue. B oTinune
OT B3POCJbIX MAlMEHTOB KPUTEPUEM ISl OMNpeaeeHus
WHAWBUIYAJTbHON MaplIpyTU3alMU peaduIuTaluu aeTei
C OHKOJIOTUYECKUMHU 3a00JIeBaHUSIMU CIY>KUT OLIEHKa
CTEMEeHU TSXKECTU 3a00seBaHUs, OMpeaesstomas CiaoxX-
HOCTb U YCJIOBUSI TIPOBEACHUS MEAULIMHCKOW peaduiu-
Taiuu. Tak, MpU CpeHel U TSKeIOoN CTeNEeHU TIXKECTH
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pebeHOK  TMOojy4YaeT MEAULMHCKYI0 peadbuIuTaluio
B ycaoBusix KC ¢ omnatoit mo cootBerctByomeit KCI.
[Tpu cpenHeit 1 JIETKOI CTENEHM TSKECTH peOSHOK MOXKET
MOJyJ4aTh MEAUIMHCKYIO pPeadUIMTAIMI0 B YCIOBUSIX
AC.

B 3akmioueHune xoTenoch Obl caelaTh aKIEHTbl Ha
ocHOBHbIX TpaBwiax padoTel ¢ KCI. Bo-nepsbix, KCI'
MpeaHa3HaYeHbl IS OTUIaThl 3aKOHUYEHHBIX CIIydaeB
geyenuss B JAC u KC mo ycpeaHeHHOMY HOpPMaTHUBY.
Bo-Bropbix, B kaxmoit KCI' mpumepHo 1/2 cnyyaes
mopoxe Ttapuda, a 1/2 — memeBiie (MeXaHU3M Iepepac-
MpeaeseHusT pacXooB), U HET 3a1auyd KOMIIEHCUPOBATh
(bakTMueckue 3aTpaThl B KaXXIOM KOHKPETHOM CJIydae.
B-TpeThux, NMpu JUIMTEILHON TOCIUTAIU3AIUNA KaxKIble
30 mHell momaloTCs Ha OIJIaTy OTHEIbHO 0e3 BBIMUCKU
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u nepeodopMiieHUsT UCTopur 00je3HU. B-ueTBepThIX,
MPOMEXYTOK MEXKIY IOCIeA0OBATEIBHBIMIA TOCITATAT3A -
nusMu B TedyeHure 30 gHel He 10JIKeH ObITh MeHee 1 JHS.
W, HakoHell, B-TIATHIX, HE MOXKET OBITh ITOCIEIOBATEIEHO
6osee 3 rocnutanusauuii B Mecsu o KCI.

B uensax MuHMM#U3amuy (UHAHCOBBIX ITOTEPh M KOH-
TpoJIst OrOIKeTa MEIWIIMHCKOW OpTraHU3allui TpedyeTcs
YETKO MMOHUMAaTh HEOOXOIUMOCTB TTPaBWIILHOCTH 0(hOPM-
JICHUS TIEPBUYHOM MEIULIMHCKOW TOKYMEHTAIINH, a TaK-
XK€ TIOKBapTaJIbHOTO TPOBEICHUS aHalln3a M KOHTPOJIS
BBITIOJTHEHHBIX 00beMOB. TOJBKO aKTyanu3upyst (pakT-
yecKkre (PMHAHCOBBIE 3aTPaThl, MOKXHO CHOPMYINPOBATH
000CHOBaHHBIE TPEMIOXKEHUST B (eaepaabHbIN/Teppu-
TopuaibHblil honng OMC mid onpenesieHus OOIKeTa Ha
CJIEYIOIINIA TOI.
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rpynnam B Poccuiickoit @enepannu B 2023 roxy. MeauunHCcKue TeX-
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Pe3onouus Coseta aKcnepToB nNo UToram 3acefaHusa ceccuu
«MecTo 1 ponb KOMNNIEKCHOro reHoMHOro npo)unupoBaHus
B I6TCKO/ OHKOJIOrUK: NYTb K NPELN3UOHHOMY JIeHYEHUID

U MeXAUCUUNNNHAPHbLIM peLleHnam»

Jns watapoBanus: Pesonioyus Cogema dKCnepmos no umoeam 3acedauus ceccuu «Mecmo u poab KOMHAEKCHO20 2eHOMHO20
npoQuUAUPOBAHUsL 6 0eMCKOU OHKOAOUU: NYMb K NPEUUSUOHHOMY NHEHUIO U MeNCOUCUUNAUHAPHBIM pewlerusm». Poccutickuil
HCYpHAA DemcKoll eemamonoauu u oHkoaoeuu. 2025;12(4):110—2.

Resolution of the Council of Experts on the results of the session “The place and role of integrated genomic
profiling in pediatric oncology: the path to precision treatment and interdisciplinary solutions”

For citation: Resolution of the Council of Experts on the results of the session “The place and role of integrated genomic profiling
in pediatric oncology: the path to precision treatment and interdisciplinary solutions”. Russian Journal of Pediatric Hematology
and Oncology. 2025;12(4):110—2.

27 noabpa 2025 2. ¢ Mockee ¢ pamkax VI Ob6sedunennozo komepecca POJOI «AxmyaavHvie npobdaemol
u nepcneKkmuent pazeumusi 0emckoil onkoao2uu u 2emamonozuu 6 Poccuiickoti Dedepauyuu — 2025» cocmosaace
ceccust, NOCGAUCHHASL KOMNACKCHOMY 2eHOMHOMY npoghuauposanuro (KI'TI) é demckoii onkoaoeuu ¢ peuudusamu
u peppaxmepnovimu popmamu GD2-no3umuenvix capkom Kocmell u mMseKux meaHei. Yuacmuuxu meponpusamus
NOOYEPKHYAU BAXNCHOCHL KOHCOAUOQUUU YCUAUI CREeUuuaiucmos 6eoywux ¢heoepaivHvlx UEeHmpo8 CMpAaHvl 045
Peulenus CAONCHBIX 3a0a4 0emcKoli OHK0.102UU.

‘YuacTHHKM cecchm:

Kupruzos Kupunn Uropesny, x.m.xH., doyenm, 3amecmumens 0upekmopa no Hay4Hou pabome, 3asedyioujuii omoeseHuem 0emckoi
MPAHCRAGHMAUUU KOCIHO20 M032a U 2eMON0dmuteckux cmeonosvix kaemok HUHU demckoii onkonoeuu u cemamonoeuu um. akad. PAMH
JLA. Jlypnosa @I'BY «HMHUII onxonoeuu um. H.H. baoxuna» Munzdpasa Poccuu, ucnosnumensuoiii dupexmop PO/IOI (Mockea);
CyneiivanoBa AMuna MaromenoBHa, cmapuuuii HaAy4Hblli compyOHUK, 8pau-0emcKull OHK0A0e 0emcKo20 OHKO0A02U1eCK020 omaoene-
Husi N2 1 (xumuomepanuu onyxoneil mopakoaddomunanshoi roxarusayuu) HHUH demckoii onkonoeuu u eemamonoeuu um. akad. PAMH
JLA. lypnosa ®I'BY « HMHU I onxonoeuu um. H.H. Baoxuna» Munzopasa Poccuu, ucnoanumenshoiii dupexmop POJOI (Mockea);

Carosan I'apuk bapucoBuy, cmapwuii Hayuublii compyoOHUK, 8pa4-0emcKull OHK0A02 0emcK020 OHKO0102u4eckoeo omoeneHus No 1
(xumuomepanuu onyxoaei mopaxoaboomuranrvroi nokasuzayuu) HHUU demckoii onkonroeuu u eemamonoeuu um. axad. PAMH
JLA. Typnosa OI'BY « HMHUII onxonoeuu um. H.H. Broxuna» Munzopaea Poccuu, omeemcmeennuiii cekpemaps POIOI (Mockea).

B oOcyxxneHny mpUHSIM ydacTUe Beayllue ASTCKue
OHKOJIOTU 13 hbefAepalbHbIX M PErMOHAJBbHBIX LIEHTPOB
Poccuiickoit Meneparmu.

Ienssimu ceccun ObUTM OOCYKAEHUE MEXIYHAPOIHOIO
u poccuiickoro onbita KI'TI 1 mouck pelieHunii ero uHTe-
Ipallui B PYTUHHYIO KIMHUYECKYIO TMPAKTUKY B LIEJISIX
MOBBILIEHUSI TOYHOCTU JAUATHOCTUKU, MHAWBUIyAJIU3A-
LY JICUCHUS U YIYUIIEHUS TTOKa3aTeIeil BBDKMBAEMOCTH
IeTe ¢ OHKOJIOTMYECKMMHU 3aboyieBaHusAMU B Poccuii-
ckoii Peneparn.

3anaum 3aceqaHng:

1. TlpoBecTn aHamW3 TEKYIIETO COCTOSIHUS U TIEp-
cnekTtuB BHeapeHus:t KI'TI B auarHocTuueckuii anroputm
U CHUCTEMY IIepCOHAIM3UPOBAHHOTO TEPaIeBTUIECKOTO
BBIOOpA B IETCKOM OHKOJIOTUM.

2. ChopmynupoBaTh CTpaTerM4yecKue HaIlpaBIeHUS
no ontumuzauuu poctrynHoctu KITI, HanpaBieHHbIe
Ha TIOBBIIICHME TTOKa3aTejell BBDKMBAEMOCTH, a TaKXe
yIy4IlleHre KayecTBa XXU3HU JeTeil ¢ OHKOJIOTUICCKUMU
3a00JIEBaHUSIMU.

3. OnpeneauTb ONTUMAabHbIE MOAEIM MHTETpaluu
MYJAbTUAUCUUTUIMHAPHBIX ~ KOHCUJIIMYMOB, OOBEIUHSI-
IOLIMX JIE€TCKMX OHKOJIOTOB, IaTOJOIrOB, KJIMHUYECKUX
TeHETUKOB, OMOMH(MOPMATUKOB U APYTUX MPOGUIBHBIX
CIIeLMaIUCTOB, JJIsl pa3pabOTKU HaydHO OOOCHOBAHHBIX
KJIMHUYECKUX PELICHUI B pamMKax IMepCOHATU3UPOBAH-
HOTO MOJAX0/a.

Jluckyccuio oTkpbll K.M.H. K.W. KupruszoB, KoTopbiit
akueHtupoBal, yro KI'TI mpeacrasisier coboii KiiroueBoit
39JIEMEHT INEPCOHAIM3UPOBAHHOM MEOULIMHBI B AETCKOM
OHKOJIOTUM, 00ecreunBaIOIUi IIyOOKUIA aHAIN3 TEHOM-
HbIX W3MEHEHUM, ONpeneasiolXx WHIAWBUAYaJIbHbIE
0COOEHHOCTU TeueHus 3a0oieBaHuil. HecMoTpst Ha oue-
BUJHBbIC KJIMHUUYECKUE TIpenumyiiiecTBa, nHTerpanust KI'TI
B CYIIECTBYIOLLYI0 CUCTEMY 3IpPaBOOXPAHEHMSI COIIpSI-
JKE€Ha € psoM aJMMHMUCTPATUBHBIX BbI30OBOB. Bo-mep-
BbIX, HEOOXOAMMO pa3paboTaTb YeTKMEe MOKa3aHUsI
K MCITOJIb30BAHUIO JAHHOM YHMKAJIbHON MEOULIMHCKOM
TEXHOJIOTMU TPU COJUAHBIX 3JI0KAYECTBEHHbBIX OIMYXO-
JISIX U CapKOMax y JIeTeil ¢ ObICTPO MPOrpeccupylonium
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WIM PELMAVBUPYIOIIMM IPOLIECCOM, PEe3UCTEeHTHOCTH/
pedpakTepHOCTH K Teparuu, peaKux omyxoisix. Bo-Bro-
pbix, duHaHcupoBanue KITI sBnsieTcss 3HAUUTETbHBIM
npensatcTBueM. HeobxoguMo pa3paboTaTb MeXaHU3MBbI
Bo3MelleHus 3atpar Ha KITI co cTOpoHBI CTpaxXOBBIX
KOMMaHWI U TOCYyIapCTBEHHBIX (DOHIOB 3ApaBOOXpaHe-
HUSI, YYUTHIBass 9KOHOMUYECKYIO0 3(DHEKTUBHOCTD U K-
Huyeckyto 3HauuMocTbh KITI. B-Tpetbux, uHTerpamus
KTI'TI B KIMHMUYECKYIO MPAKTUKY TPEOYET MEXKIUCLIMILIN -
HapHOTO TOAXO0Ma, B YACTHOCTU OOCYXKIEHUS KaXIOTo
KOHKPETHOro ciiyyas B pamKax KoHcuiauyma Molecular
Tumor Board (MTB).

ITponomxuna ceccuto A.M. CynelimaHoBa, MpeacTa-
BuBlIasg aHanu3 npumeHenust KI'TI (Bkitoyast KOMOMHU-
POBaHHBIN BapyuaHT — TMaHeb, aHATU3UPYIOLILYIO TEHOM-
Hele uamMeHenust JJHK u PHK) B peanbHoi1 KTuHUYecKoi
npakTvke. B noknane 66111 CUCTEeMaTU3UPOBAHbI KITIOYe-
BbI€ LIEJIM MOJIEKYJISIPHO-TEHETUYECKOIO TEeCTUPOBAHUS
B JIETCKOI OHKOJOTUM: OT (PyHIAMEHTATbHOTO U3YYEeHUS
MOJIEKYJISIPHOTO JaHAmadTa penkux 1 pedpakTepHbIX
OIyXOJIel 10 MPSIMON pealu3aliuy MepCOHATM3UPOBaH-
HOTO TepareBTHuYecKoro noaxona. Ha mpuMepe JaHHBIX
MEXIYHApOIHBIX HCCIEI0BaHUI ObUIO MPOAEMOHCTPU-
pPOBaHO, YTO MCMOJb30BaHUE MYJBTUTEHHBIX MTaHeAel Ha
OCHOBE BBICOKONIPOU3BOIUTEIBHOTO CEKBEHUPOBAHUS
MO3BOJISIET BBISIBUTH TOTEHIIMAIBLHO TepareBTUYeCKue
mumieHn modt B 33 % ciydaeB [1]. OtmenbHO ObIIa
otMeyeHa 3HauuMocTh KI'TI B KOHTEKCTe AMAarHOCTUKU
HaCJIEeNCTBEHHBIX CHUHIPOMOB TMPenpacrnojoXeHHOCTH.
Tak, B muccaenoBanuu R. Esposito Abate et al. (2025)
npu aHanuze 1339 malyeHTOB C MOMOIbIO TaHEIn
FoundationOne®CDx HacjieicTBeHHbIC BapHaHTbI ObUTH
oOHapyxeHbI B 14,4 % ciyyaeB, mpuyeM MOYTH TOJOBUHA
HaXOIOK OTHOCUJIMCh K T€HaM C BBICOKOW W yMEPEHHOM
TMEeHEeTPAaHTHOCThIO. KpUTHYeCKU BaxKHBIM BBIBOJOM CTa-
J10 TO, uTO 96 % MaleHTOB ¢ TAKUMU HaXOIKaMu He ObUTH
HaIpaBJIeHbl Ha KOHCYJIBTAIIMIO K TEHETUKY, UTO yKa3bIBa-
€T Ha HEOoOXOJMMOCTh B 00pa3oBaTEeIbHbBIX MporpaMmax
IIJIST Bpayeli-OHKOJIOTOB B 00JIACTM MEIUIIMHCKON TeHe-
TUKM W HaJTaKUBAaHUU B3aMMOACHCTBUSI MEXIY OHKO-
JIOTUYECKUMM U TeHEeTUUYECKUMU cyxk0amu. Takoke ObLI
npeactapiieH codctBeHHbI onbiT HUW nerckoit oHKO-
Joruu u rematosnoruu um. akaa. PAMH JI.LA. JlypHoBa
(2020—2025 rr., ananu3 196 o6pa3oB), MOATBEPAVNBIINIA
MMATHOCTUYECKYI0 U TepameBThdYeckyto neHHocth KITI.
Ha xnuHuyeckux mpumepax ObUIO MPOAEMOHCTPUPOBA-
Ho, uto KI'TI nmo3Bossier He TOJBKO OOOCHOBATH BHIOOD
KOHKPETHOr0 TapreTHOro mpemnapaTa, HO W BBISIBUTh
repMUHaJIbHbIE BapuaHThl (Hampumep, B reHe TP53),
YTO BJIEYET 3a COOON HEOOXOAUMOCTH T€HETUYECKOTO
KOHCYJIbTUPOBAaHUS CEMbU U U3MEHEHUS CTpaTernu Auc-
MaHCEePHOTO HAOJIIONEHUS VISl POACTBEHHUKOB.
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B xozae obcyxkneHus onpeneeHbl IBa CTpaTernyecKux
HanpasjeHus mis BHeapenust KI'TI:

1) co3maHue HalMOHAJBbHOU TIaTOOPMBI, TPU3BAH-
HOM CTaHIApTU3WPOBATh IPOTOKOJIBI TECTUPOBAHUS,
o0ecrneynTh KOHTPOJIb KauecTBa M rapaHTUPOBATh PaB-
HYIO JOCTYITHOCTh TEXHOJIOTUHM JIJIST BCEX TAIlUeHTOB;

2) KOHCOJUAAIMS W aHaJu3 HaKOIJICHHBIX JTaHHBIX,
YTO B COBOKYITHOCTH 3aJIOXKHUT OCHOBY IS HOBOI MOJIEIN
OKa3aHUsI TIOMOIIIM B IETCKO OHKOJIOTHUH.

Peanuzanys aTvx 3amad co3macT YCJIOBUS JUIST Tiepe-
xoga KI'TI u3 uHCTpyMeHTa Uccaea0BaTeIbCKOTO MoucKa
B PYTUHHBIM CTaHIApT AMArHOCTUKU, 00eCIeUrBaIOIINI
MepPCOHATM3UPOBAHHBIN TTOIXOM K JICYCHUIO W YJTydIIIaro-
WA TOJITOCPOYHBIC PE3yJIbTaThl Y METeil ¢ OHKOJOTHYE-
CKMMU 3200J1€BaHUSIMU.

I'b. CarosiH B cBoeM JoKJafe MPEeACTaBWJI MEXKIy-
HApOJIHBI OIBIT BUPTYAJIbBHOTO KOHCHUJIMYMa B paMKax
MTB u ero BAUSIHMSI Ha BBIKMBAEMOCTb TMAlMEHTOB.
B. Huang et al. B 2021 1. mpoaeMOHCTPUPOBAIU, UTO
MaIMEHTHI C HEMEJTKOKJIETOYHBIM PAKOM JIETKOTO, 00CYK-
JlaeMble B paMKax BHMPTYaJIbHOTO KOHCHJIMyMa, WUMEJHN
JIy4IIe ToKasaTesd OO0IIeil BbDKMBAGMOCTH BHE 3aBU-
CUMOCTHM OT MecTa npoxuBaHus [2]. B cBolo ouepenb,
P. Horak et al. B 2021 1. onmyOGiMKoBaiu pe3yJbTaThl Mpo-
CITIEKTUBHOTO HAOJIOIATEIbHOTO MPEIIM3MOHHOTO HCCIe-
JIOBaHMSI, B KOTOPOM TI0Ka3aJIv, YTO Ha3HAUYEHKE Teparuu
Ha OCHOBaHWM MOJIEKYJISIPHBIX XapaKTEePUCTUK TTO3BOJIM -
JIO YIYYIIUTh KIMHUYECKUE UCXOAbI [3]:

1) Ha 7,6 % yBenuumiach 4acToTa OOBEKTUBHBIX OTBE-
TOB I10 CPABHEHMIO C TTOCJIETHEN CUCTEMHOM Tepanueii;

2) Ha 9 % yBeIMUMIIaCh YacTOTa KOHTPOJIST Hafl 3a001e-
BaHMEM I10 CPABHEHUIO C TIOCIIEIHEN CUCTEMHOI Teparmeit;

3) B 35,7 % cnydaeB (n = 107) OTHOIIIEHWE BBIKM-
BaeMOCTH 0e3 MporpeccupoBaHus coctaBuiio > 1,3.

Bo Bpemsi poknama lapukom bapucoBuuem rmpen-
CTaBJIEH POCCUNCKUI OIBIT peaU3alud MEXIUCIIU-
IUIMHAPHOTO TIO/IXOIa B XOle paboThl BUPTYaJbHOTO
koHcuimyma MTB, opraHn3oBaHHOro Ha OHJIAlH-TIAT-
¢opme POJIOI B pamkax EBpasuiickoit KOl AETCKOTO
OHKOJIOTa U reMaroJjora. 3a 2 roma paboTbl KOHCUIMyMa
MTB O6bi10 mpoBeaeHo 12 onnaiiH-3acemanuit ¢ 1375
WHAWBUAYATbHBIMUA MPOCMOTPaMM, 0OCyxXaeHO 38 K-
HUYECKHUX CJIydaeB ¢ MPUBJICYCHUEM 8 BEAYIIIMX POCCHIA-
CKUX U 3apyOeXHBIX 9KCcTepToB. ClenyeT OTMETUTh, YTO
29 (76,3 %) w3 38 ciaydyaeB IpenCTaBIICHBI MTallMeHTaMU
C OITyXOJISIMM 1IEHTPaJIbHOM HEpBHOI cuctembl. [lpak-
TUYECKMMU pe3yabraTaMu paboTbl KoHcuauyma MTB
CTaJlM M3MEHEeHUE IMarHo3a y 2 TalueHTOB, Ioa00p
MOTEHIIMAJBHONW TapreTHOM WM MMMYHOTEparuu Uit
20 mauMeHToB, U B 5 cayvasix ObLI 3al0J03PEH CUHAPOM
MPEAPACITONIOKEHHOCTH K OIYXOJIEBBIM  3a00JIeBaHU -
M. OTmeapHO OBLIO OTMEYEHO, 4To 3a 5 JeT B Poccum
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BoinosaHeHo 609 KI'TI y mereii ¢ pa3sanyHbIMU HOBOOOpA-
3oBaHuSIMU. [1py 5ToM JTHIIb 6 % 13 HUX OBUTH BBIHECEHBI
Ha o0cyxxaeHue B paMkax KoHcuwinyma MTB.

3acaymaB J0KJanbl M OOCYAMB TpeAcCTaBlIEHHBIE
MaTepuaibl, yYYaCTHUKU 3aceaHusl IPUHSUIU CJIeAYIOIIne
PEKOMEHIAIIMU U TIPETOKEHMS:

1. Heooxonumocts BHeapenus KI'TI B kimnuyeckyio
NPaKTHKY JETCKMX OHK0JIoroB B Poccuiickoii ®@enepamyu,
a TaKKe (DMHAHCOBOrO oOecme4eHHs W JOCTYNAa K MHHOBA-
LHUOHHOMY METOY:

1.1. TlIpu3HaTh BBICOKYIO 3HAYMMOCTb U HEOOXO-
nuMocThb 1mupokoro BHeapeHus KITI B kiamHuYecKyro
MPaKTUKY JETCKUX OHKOJIOTMYECKUX LIEHTPOB /IS IepCo-
HaJM3aluu Teparuu.

1.2. IIpu OOHOBAEHUU KJIMHUYECKUX PEKOMEHIALit
YUYUTBIBATh HEOOXOIUMOCTh BKIIOUEHHUS IMUPOKOTAHE b~
Horo cekBeHupoBaHus (KI'TI) B HeoOXoaumble pa3aesibl
B COOTBETCTBUMU C IMOAXOJAMU B MEXIYHAPOIHBIX PEKO-
MEHAALMSIX C MOCAeAYIOIe NHTerpaleii MTHHOBALIMOH-
HOTO MeToJa B MPOrpamMMy TOCyIapCTBEHHBIX rapaHTUM
OKa3zaHus O6ecruiaTHON MEAULIMHCKON MTOMOIIH.

2. Pa3Butie MexnucimmMHapuoro noaxoaa (MTB).

IMonaepxuBaTh aKTMBHOE B3aMMOIEUCTBUE AETCKUX
OHKOJIOTOB, TaTOMOP(hOJI0roB, T€HETUKOB, PEHTTEHO-
JIOTOB JUISl YJIYJYIIEHUS] OWAarHOCTUKM, TIJIaHWUPOBAHMS
U peanu3alnuy Haubosiee 3(GHEKTUBHBIX CXeM WHIUBU-
JlyaJIbHOU Tepanuu Kaxaoro pedeHka ¢ OHKOJIOTMYECKUM
3a00J1eBaHEM MOCPEICTBOM IPOBEACHUS MEXIUCIIU-
riMHapHoro koHcuianyma MTB o pesynsratam KI'TI.
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Pesononius HampaBjieHa Ha KOHCOJMAALUMIO YCUIUIA
MEIULIMHCKOIO COOOIIECTBa, OpraHOB rocyaapCTBEHHOM
BJIACTU U OJ1arOTBOPUTEIbHBIX OPTaHU3alLUM 17151 obecTie-
yeHust goctynHoct KITI, pa3Butus MexXaUCLUATIIN-
HapHOTO B3aMMOJEHCTBUS U COBEPLICHCTBOBAHUS aJIr0-
PUTMOB TNPUHSITUS KIMHUYECKUX pEeLIeHUIl Ha OCHOBE
T€HOMHBIX JIaHHBIX.

Buenpenue KI'TI B 1eTCKy10 OHKOJIOTMIO COOTBETCTBY-
€T MUPOBBIM TEHICHLMSIM MPELUU3UOHHON MEAUIIUHBI,
HaIpaBJeHHbIM Ha MEPCOHANIM3ALIMI0 TeparneBTUYECKUX
MOJIXOJ0B C YYETOM FeHETUUECKUX OCOOEHHOCTE! OIyX0-
JIV U TIallieHTA.

OcHoBaHUEeM JUISl TIPUHSTUSI JAHHOW PE30JIOLUU
SIBJISIETCSI pacTyLIUI 00beM HayYHbBIX JaHHBIX, TOATBEPXK-
JaroluxX KinHudeckyto 3HaummocTb KITI mis metckoii
OHKOJIOTUU B CJAEAYIOIIMX HO30J0TUSIX: 3]I0KaUeCTBEHHbIE
TJIMOMBbI BLICOKO# M HU3KOM CTeTIeH! 3JI0KaUeCTBEHHOCTH,
aCTPOLIMTOMBI, BMEHIMMOMBI, HenuddepeHINPOBaHHbIE
CapKOMBI MSIITKUX TKaHel, CapKOMBI C TIperiojaraeMbIMU
NpaiiBEpPHBIMU COOBITUSIMU W IPYTUE PEAKUE COJUIHbBIC
00pa3oBaHUsl, BKJIOYas OMYXOJU MOYKU, OITyXOJIU B3pOC-
Jioro Tuna (racTpoOMHTECTUHAJIbHASI CTpOMaJibHasl OITy-
X0JIb, aICHOKapLMHOMA U JIp.).

KITI mo3BosisieT BBISIBASAITH MPOrHOCTUYECKW 3Ha-
YUMBbIe T€HETUUYECKUEe BapUaHThI, OMpPEAEIsiTh UyBCTBU-
TEeJIbHOCTh OIYXOJIM K Pa3jiuyHbIM JIeKapCTBEHHBIM
npernaparaM U MOTEHUMATbHbIE MUILIEHU IJIS1 TapreTHOMI
¥ UMMYHOTepaIuu, BhISIBISTbL CUHIAPOMBI MPeapacrioo-
JKEHHOCTH K OITyXO0JIEBBIM 3a00JI€BAaHUSIM.
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Pe3sontouua Coseta akcneptoB «feomeTpus Bo3A€IMCTBUA: KOHTYPbI
MMMYHOTEpanuu CapKkoM KocTei U MArKUX TKaHeW y gerei»

s uurupoBanus: Pesosoyus Cosema 3xcnepmos «leomempust 6030eldcmeus: KOHMYpbl UMMYHOMEPANUU CAPKOM KOcmel
u mMaeKkux mxawnetl y demeir». Poccutickuil scypnan demckoil eemamonoeuu u onxosoeuu. 2025;12(4):113—4.

Resolution of the Council of Experts “The geometry of impact: the contours of immunotherapy for pediatric bone
and soft tissue sarcomas”

For citation: Resolution of the Council of Experts “The geometry of impact: the contours of immunotherapy for pediatric bone and
soft tissue sarcomas”. Russian Journal of Pediatric Hematology and Oncology. 2025;12(4):113—4.

26 nosaopa 2025 2. 6 Mockee cocmosiaca Cosem 3Kcnepmos, NoCEsuieHHbLIL NepcneKmueam U 0CHOGHbIM npodiemam
UMMYHOMEPAnuu capkom Kocmeii, maekux mraueil u opyeux GD2-no3umuenvix onyxoaeil y oemeil.

Ipeacenarenn CoBeTa 9KCIEPTOB:

KyneBa Ceriana AlleKcaHApPOBHA, 0.M.H., npogheccop, 3asedyrouids O0emcKuM OHKOAOUHeCKUM OmOeleHUeM, 8e0VUUll HAY4YHblil
COMPYOHUK HAY4H020 0mOoend UHHOBAUUOHHbIX Memo0oe mepanesmu4eckoi oukoroeuu u peabusumavyuu DIBY «HMHUI]
oukonoeuu um. H.H. Ilemposa» Mumnszdpasa Poccuu, 3asedyrowas kaghedpoii oHKos0euu, 0emcKoli OHKOAOUU U AY4e80l mepanuu
DIrbOY BO CIIGTTIMY Munszopasa Poccuu, enaembiii gheumamublii 0emckuil cneyuanucm onkonoe Komumema no 30pagooxpanequro
2. Cankm-Ilemepbypea (Cankm-Ilemepbype);

Kupruzos Kupunn UropeBud, x.m.H., doyenm, 3amecmumend OUupeKmopa no Hay4Hou pabome, 3a8edyrouuil omoeieHuem 0emcKoul
MPAHCNAGHMAYUY KOCHHO20 MO324 U 2eMON0IMUUECKUX cmeonosvix kaemoxk HUH demckoil onkonoeuu u eemamonocuu um. akao.
PAMH JI.A. Jlypnosa @IBY «HMHUII onronoeuu um. H.H. broxuna» Munzopasa Poccuu, ucnoanumenshotit dupexmop POJOIL (Mockea).

Yyactauku CoBeTa 3KCNepTOB:

TopOyHoBa TatbsiHa BUKTOPOBHA, K.M.H., 3aMecmumens 2AA6HO20 6paia No MeOUUUHCKOU 4acmu, cmapuiuil Hay4Hvli compyoHUuK
HHUHU demcioii onkonoeuu u eemamonoeuu um. akad. PAMH JI.A. Jlypnosa @I'BY « HMHUI] onkonoeuu um. H. H. baoxuna» Mun3zdpasa
Poccuu (Mockea);

Kazannes Wb Bukroposuy, x.m.H., 3a6edyroujuii omoeseHuemM mpaHcnAaGHmayuy Kocmuo2o mosea oas demei Ne 2 HUU dem-
CKOll OHKOM02UU, 2emamono2uu u mpancnianmonoeuu um. P.M. Topbauesoii, douenm kagheopvl eemamono2uu, mpancghy3uoiouu
U MPAHCAAGHMOAOUU C KYPCOM O0emCKOU OHKOAO2UU (aKynbmema nocaesy308ck020 o0pasoéanus um. npog. b.B. Aganacvesa
DI'BOY BO IICII6IMY um. U.I1. [Taérosa Munzdpasa Poccuu (Cankm-Ilemepbype);

Muxaiiiosa Enena AHnpeeBHa, K. M.H., 6pa4-0emMCKUil OHK002 0emcKo20 oHKoA02uvecko2o omoenenus PIBY «HMHUI] onkonocuu
um. H H. [lemposa» Munzdpasa Poccuu (Cankm-Ilemepoype);

IIpoceknna Enm3zaBera AHapeeBHA, 0u0/402 NAMOA020AHAMOMUYECK020 omdenenus ¢ npozexmypoi PIBY «HMHUI] onkonocuu
um. H.H. [lemposa» Munzdpasa Poccuu (Cankm-Ilemepoype);

PomannoBa Ousbra MuxaiiioBHa, K.M.H., 3a6edyrouids OemcKUM OHKO0102U4ecKuM omdeneHuem Ne 2 (xumuomepanuu onyxo.neil
onopro-osueamenvroco annapama) HUHU demckoit onkonoeuu u eemamonoeuu um. axad. PAMH JI.A. lypnosa @I'BY «HMHUI] onko-
snoeuu um. H.H. Baoxuna» Mun3zopaea Poccuu (Mockea);

Xaiipy:uioBa Benepa BarusoBHa, gpau-demckuil oHKo010e 0emcK020 OHKOA02UHeCK020 omoenenus N 2 (xumuomepanuu onyxosneil
onopro-osueamenvroco annapama) HUU demckoii onkonoeuu u eemamonocuu um. axad. PAMH JI.A. ypnosa OI'BY «HMHUI]
onxonoeuu um. H.H. Baoxuna» Munzopasa Poccuu (Mockea).

Ha ocHoBaHMM AE€TaIbHOTO HAYYHOI'O OOCYXKIEHUS 2. Hukopropauusi B JiedeOHBIE  IIPOrpaMMBbI

BKCIIEPThl OTMETUJIM CJIEAYIOIIee:

1. GD2 gBnsercs BaxXHBIM TapreTHBIM aHTUTEHOM
HE TOJbKO ISl HEHpoOJIacTOMbI, HO U UIS LIMPOKOIO
crekrpa apyrux GD2-mo3uTMBHBIX HOBOOOpPA30BaHUI,
B TOM YMCJI€ MEJIAHOMBI, OIYXOJIEUM LIEHTPaJbHOM HEPB-
Hoii cuctembl (LIHC) u psima sSMOpruOHaIBHBIX OITYXOJICH.
JlokazaHo, 4YTO JaHHbIE TUIIbI OIyXOJIeil TaKKe DKCIIPEC-
cupytotr GD2, 4TO MOTEHLMANBHO cOo37daeT (PyHIAMEHT
JUISL TIPUMEHEHMSI MMMYHOTEpaIldd AUHYTYKCUMaOoM
0eTa B HOBBIX KIMHUYECKMX CLIEHAPUSIX.

antu-GD2-HanpaBieHHOM Tepalluy y JIeTeil ¢ peluanuB-
HBIMU ¥ pedpakTepHbIMU (popMamu coauaHbix GD2-mo-
3UTUBHbIX 3]I0KAYE€CTBEHHBIX OITyX0JIeil (CapKOMBbI KOCTEi
U MSTKKMX TKaHeil) CIlocoOHa MOTEHLIMATIbHO YBEJIMUUTD
rokasarejiy BbikuBaeMocTu Ha 20—30 %.

3. B Poccwuiickoit @Penepaniiyi HaKOIUIEH 3Ha-
YUTEIbHBII KJIMHUYECKUIA OINBIT MPUMEHEHUS
antn-GD2-HanpaBieHHOM Tepannyi MOHOKJIOHATbHBIMUA
aHTuTe amMu (mpoBeaeHo Gojiee 600 KypcoB MMMYHOTE-
panuu), B TOM YKCJIE IPU CapKOMax KOCTEM M MSTKHUX
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TKaHel, He MMeIoIIMiA MUPOBBIX aHajoros. Ilpoduss
TOKCUYHOCTU Tpenapara SBISIeTCS XOPOIIO M3YYEeHHBIM
U KOHTPOJUPYEMBIM, aJTOPUTMbI YIIPaBICHUS BO3MOX-
HBIMU HEXeJaTeJbHbIMU SIBJACHUSIMU (HelporaTuyeckast
00J1b, TUIIEPTEPMUS, PEAKLIUU TUMEPUYBCTBUTEIbHOCTU
W JIP.) XOPOIIIO OTPaOOTAHBI CIIELIMAICTAMU Ha TTPAKTUKE.

4.  KioyeBbIM JTUMUTUPYIOIIUM (haKTOPOM K MPU-
MEHEHUI0O MMMYHOTEpaIluu SBISIeTCS HEeOO0XOAMMOCTh
MOATBEPXKIeHUs YpoBHS skcnpeccun GD2 metomamu
MPOTOYHON ITUTOMETPUU WJIM WMMYHOTHCTOXUMMYE-
ckoro ucciaenoBanusi. CylecTBylolasi reTeporeHHOCTh
OITyXOJIeW Y METOMOJ0oThYeCcKasi BapuadebHOCTh MOIXO0-
JIOB Pa3JIMYHBIX JJabopaTopuil TpeOYyIOT CTaHIapTU3ALIUU
JMMATHOCTUYECKUX METOMIOB.

5. ObecrnieyeHMe MalMEHTOB MpeErnapaToM AUHYTYK-
cuMab 6eTa yepes MexaHu3M pesepBa poHaa «Kpyr 1odpa»
MpU3HaHO 3(P(HEKTUBHBIM 1 OTIEPATUBHBIM, UTO SIBJISIETCST
KPUTHUYECKU BaxKHOW MHQPACTPYKTYpPHOI OCHOBOWM JIst
MPOIOJIKEHUST paOOTHI.

[dnsa peanuzauuu MNOTeHLMaJa IMPOTHUBOOITYXOJIEBOU
uMMyHoTepanu COBET IKCIEPTOB MOCTAHOBWJI BHECTU
cienyroue u3MeHEeHUsI U KOPPEKTUPOBKU:

1. KnuHuyeckue KpuUTepuu BKIIOYEHMS W NHU3ailH
UCCIIENOBAHUI:

* M HUIMMUpOBaTh MHOTOLIEHTPOBOE DaCKeT-rcclIe-
noBaHue (basket) mog pabouum HaszBaHuem “Anti-GD2
Targeted Tumor Therapy: Russian (Eurasian) Basket Trial”.
B wuccrenoBaHue maHupyeTcs BKIOYATh MAllMEHTOB
¢ pedpakTepHbIMU Wau peuuauBupytommmMu GD2-mo-
3UTUBHBIMM COJUAHBIMM OITyXOJSIMU (32 UCKIIIOUEHUEM
onyxosieit IITHC). Bto ctaHeT nepBbIM B MUpPE UCCEN0-
BaHUWEM TaKoro au3aiiHa ¢ npuMeHeHueM aHTU-GD2-
WMMYHOTEparuu.

*  Pacumputh KpuTepuu BKIIOYEHMS TTAlIMEHTOB
IUJISI TIPOBEJICHUSI UMMYHOTEpAINUU B TEKYIIee UCCaenoBa-
HUE€ — BKJIIOYUTD B ITepeUYeHb CIACMYIONIe HO30JOTUH:

- IlepBuuyHble GD2-m03UTUBHBIE CApKOMBI KOCTEH
U MATKMX TKaHel (capkoma FOuHra, HeaudbbepeHLupo-
BaHHbIe capKowmbl) IV ctaguu uam omyxoju, MepBUUYHO
CcTpaTU(UIIMPOBAHHbBIE B TPYIITY BBICOKOTO pHCKa MpO-
rpeccUpoOBaHUsI.

- Pedpakrepusie/peunnusupyoiine GD2-1mo3uTnB-
HbIe MEJIAHOMBI U peTUHOOJaCTOMBI (C yU4eToM crieludu-
k¥ rpynibsl E u iBycTopoHHUX hopM).

*  HWcnonw3oBaTh 0000IIEHHYIO (HOPMYJIUPOBKY:
«GD2-1103uTuBHBIE 3MOPUOHAJBHBIE U IOBEHUJIbHbIE
omnyxoiu (3a uckiouyeHuem onyxojeit LIHC)» mns ¢op-
MaJIu3aliy 00eCIIeYeHMSI.

2. MeTonojiorusi IMarHOCTUKW 1M HaydHOE COIPOBO-
XICHUE:

*  Cosnatb pabouyto rpyIimy 1o BaJuJaluu U CTaH-
JMapTU3allu METONOB ornpeaesieHus sKkcnpeccun GD2.
CpaBHUTb U CTaHAAPTU3UPOBATH MPOTOKOJBI MPOTOY-
HOW LIUTOMETPUU MeXIy JiabopaTopusiMu (B TOM 4uUCTIe
HMMILL oukonoruu um. H.H. IletpoBa, HMHWII oHko-
gorun uM. H.H. Broxuna). PaccMoTpeTh BO3MOXHOCTD
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HCIOJIb30BaHUS JOTIOJIHUTEIbHBIX METOJOB OIpeaeIeHUS
skcnpeccu GD2 (MMMYHOTHCTOXMMUYECKOE UCCIEN0-
BaHue, PHK-cekBeHupoBaHue, MacCc-CIIEKTPOMETPUS ).

»  [lpoBecTu cpaBHUTENbHYIO OLIEHKY UHTepdeiica
LIUPKYJIUPYIOIINX W JAUCCEMMHUPOBAHHBIX OIMYXOJIEBBIX
KJIETOK M KJETOK TMEPBUYHOUN OMyXOau Yy TMalMeHTOB
¢ GD2-no3UuTUBHBIMU HOBOOOPA30BAaHUSIMU. YTBEPAUTH
JTaHHOE HaIpaBJieHUE KaK MPUOPUTETHOE I HaydHOU
YyacTu OacKeT-UCClIeqOBaHus.

3. [lyonukanroHHas U MeToauuyeckas padora:

* IloaroroButh U OIyOJUKOBATh, MPEANOYTH-
TEJbHO Ha aHIJIMICKOM SI3bIKE, CEpUI0 CTaTell B pelieH-
3UPYEeMbIX MEXIYHAPOIHBIX XypHaJlax IO CAEAYIOLIUM
TeMam:

- OnbiT npuMeHeHUs aHTU-GD2-Tepanuu mpu
capKoMax y IeTei.

- COBOKYITHBIN poccuiickuii ombIT (> 600 KypcoB)
aHTu-GD2-uMMyHOTepanuu.

- PesynbraThl mUaoTHOM ha3bl U AU3aliH OacKeT-
HCCIIeTOBaHUSI.

+ CornacoBaTb M U30aTh METOAWYECKOE PYKO-
BOJCTBO (IpakTUYECKOEe TOCOoOue) I0 TMPUMEHEHUIO
MUHYTyKcMMaba 6eTa MpU COJIMIHBIX OMYyXOJSX Y AeTei,
aKIIEHTUPYSI BHUMaHUE Ha OCOOCHHOCTSIX BEJACHMUS Maly-
€HTOB C capKOMaMU MO0 CPaBHEHUIO C BeIEHWEM MallMeH-
TOB C Heiipob1acToMoli. PyKOBOACTBO NOTXKHO coepKaTh
YeTKHE KIMHUYECKUE aJITOPUTMBI.

+ IlomaTe Te3uCHl C KIIOYEBBIMU pe3ybTaTaMu
MPOTOKOJIa Ha OMVKaWIIUKA MeXAYHapOAHbI KOHTPecC
SIOP.

4. OpraHu3alMOHHO-aIMUHUCTPATUBHbBIE BOIPOCHI:

*  PacmmmpuTh COMCcOK ILIEHTPOB-YyYaCTHUKOB Ha
9Tane TMPOBENeHUs] 0acKeT-UCCIENOBAHUs, BKIIOUUB
Benyiue KIMHUKU Mocksbl u CaHkr-IletepOypra. IToa-
KJIIOUEHUE PETMOHAIbHBIX LIEHTPOB CUMTATh CIECAYIOIIUM
9TAIoM MOCJIe YTBEPXKIACHUSI METOINYECKOTO PYKOBOICTBA.

» ITlomaTte 3asiBKy Ha 0O0BbEeM TIperapara AUHYTYK-
cnMab Geta B (eepalibHOM pesdepBe ¢oHma Ha 2026 rox
C YYETOM pacllpeHust KpUTEPUeEB.

*  3amaTeHTOBaThb EAUHYIO CTPYKTYpPHUPOBAaHHYIO
0a3y JaHHBIX 11 cOopa MH(oOpMaMU MO MalMeHTaM,
BKJTIOUA€MbIM B OaCKeT-MCCIeT0OBaHNUE.

3ak/oyenue

CoBeT S5KCHepTOB MOATBEPAUS BBICOKYIO HAyYHYIO
U KJIMHHUYECKYIO 1IeJIeCO00Pa3HOCTh CTpaTeruy pPacIliu-
peHusi mpuMeHeHMsl TapreTHoil aHTu-GD2-uMmmyHoTe-
panuu B jedyeHur GD2-TTO3UTUBHBIX OIyXOJIeit y JeTeil.
[TpennoxeHHbIN MIaH ASUCTBUI, IEHTPATbHBIM 2JIEMEH -
TOM KOTOPOTO SIBJSIETCS 3alyCK YHUKaJIBHOTO OacKeT-
HCCIIeIOBaHMsI, HAMpaBJIeH Ha MpeBpalleHUe HAKOIIJIeH-
HOTO POCCUICKOTO OIbITa B HOBbIE CTaHAAPTHI JICUCHUS
GD2-1103UTUBHBIX COMUIHBIX OMMYXOJIEH y AeTel, a TaKKe
obecrieyeHUe OOCTYIMHOCTU YHUKAJIbHBIX COBPEMEHHBIX
METOJIOB Teparnuu I nanreHToB B Poccuiickoit Dene-
paiuu.
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WUcTopus cTaHOBNIEHUS U Pa3BUTUA AETCKOW OHKOJIOrM4ecKoi cnyxobl

B Cankr-llerepbyprckom rocyaapcTBeHHOM neguaTpu4yeckom
MeANLWHCKOM YHUBEpcuterte

(100-netmo YHusepcenteta u 120-neturo KinuHnyeckon 6oabHuLbl CI6TTIMY nocssiyaercs)

J.0. BaHoB, A.B. ITonkamenes, B.b. Cuikos, B.B. Haookos, E.B. Tepexuna

DI'bOY BO CII6I'TIMY Mun3zopasa Poccuu; Poccusi, 194100, Cankm-Ilemep6ype, ya. Jlumosckas, 2
Konrakrhble nannble: Enena Bauecnrasosna Tepexuna doctor _elena@mail.ru

B 2025 . Cankm-Ilemepoypeckuii eocyoapcmeentulii neduampuyeckuii meduuurckuii ynuseepcumem (CII6TTIMY) ommeuaem wobuneiinvie
damot — 100-remue Yuusepcumema u 120-remue Knunuueckoii 6oavruyst CIIGITIMY. Dmu caaéusie yughpst — nosoo ewje paz 6CHOMHUMb
ucmopuro Yuueepcumema 6 KOHmMeKcme CMAaHOBACHUS OMOEAbHbIX CReUUAAU3auUll 6 neduampuu U OemcKol Xupypeuu, 8 4acmHocmu
0emcKoil OHK0AOUU — 00H020 U3 CAMBIX CAONCHBIX U NPUOPUMEMHBIX HANPABACHUI COBDEMEHHOU MEOUYUHbL.

Ileanb uccaedosanus: npoananu3uposams 0CHO8HbLe IMANbL CMAHOBAEHUS 0emCKoll oHKoa0euueckol nomowu 6 CIToTTIMY.

B 1925 e. eopodckas 6oavHuya Ha Buibopeckoil cmoporne Obira mpancopmuposana 8 abCcoaomHo HOgoe no opmamy u 3a0a4am
yupedcoenue KaK nepeoe 6 Mupe CHeUUaau3Upo8aHHoe Gvicuiee MeOUyUHcKoe yueOHoe 3asedeHue neouampu4ecKkoeo npoguas —
Jlenunepadckuii UHCMumym oxpanst MamepuHcmea U MaadeHyecmea. Jmo co30a410 YHUKAAbHYI0 NOYEY 045 pA36UMUs 6CeX HANPagAeHUl
neouampuu, 6KAH0O4AS OeMCKYH0 OHKOA02UI.

Jlemckas onkonoeuveckas cayxucoa cgopmuposanracs 6 cepedune XX eexa Onaeodaps ycuausm 08yxX 00KMOpO&-poOOHAUANbHUKOE
onkoneduampuu 6 Haueii cmpane — Jlvea Abpamosuua lypnosa (1931—2005) 6 Mockee u lenpuxa Apcenvesuua @edopeesa (1930—1980)
6 Jlenunepade. Ipogheccop Jlee Abpamosuu Jyprnos — opeanuzamop nepgoeo demckoeo onkonocuveckoeo omoenenuss 6 CCCP 6 1962 .
Coszdanue nepeoeo cneyuanru3upo8anHo2o omoeneHus Obla0 peuarowuM Wazom 6 pazsumuu onKoneouampuu. B amo epems gpopmupyemces
KOG OeMCKUX XUPYP208-OHK0102068, HAYANUCH AKMUBHbIE HAYYHbIE UCCAe008aHUs onyXoaell Y demell.

Jlemckas oHKoA02US 6Ce20a OCMABANACH OOHOU U3 CAONCHBIX U AKMYANbHbIX NPOOLEM KAK OeMCKOU XUpypeuu, max u neduampuu 6 yeaom.
Dmo MyabmuduCUUNAUHAPHASE OMPACAb, MPEOYIOULAst 83AUMOOCIICMBUs. U KOMAIACKCHO20 N00X00a O0KMOPOE8 PAAUMHBIX CHeUUAAUZAUULL.
B 1960—1970-¢ 2006t 6 Tleduampuueckom uncmumyme Ha Kageope demckoil xupypeuu nod pykosodcmeom lupes Anuesuua Bauposa
npodoadcarom popmuposamscs omaoeavHvle HanpaeseHus. Taxk, 0epoMHOe 3HaueHue Npudaemcs OemcKol OHKOAORUU, O0YYeHUR)
CReYUANUCMO8 U 6OCRUMAHUIO Y CIYOeHM08 NeOUAMPU4ecK020 QakKy1bmema «<OHKOA0UMECKOU HACMOPOJICCHHOCIMU» . JIemCcKas OHK0A02US.
npenodasanace cmyodeHmam 6 yukie «oemckas xupypeus» ¢ 1974 e. Omxpvimue xaghedpvt demckoil onKoa02uu cocmosnocy 1 cenmsaops
2007 e. Dmo cobvimue cmano HOBOU cMpanuyell 8 UCMOPUY 8Y3a U NO020MO8KU MeduuuHckux kaopos ¢ Cankm-Ilemepoypee. C nepebix
Oueil pabomot Kaghedpwvl enagnoli 3a0a4eil 6biA0 CO30aHUE 0PAHUZAUUOHHO-MEMOOUYECKOl U HaY4HOU 0a3bl 015 KEaAupUUuupo8aHHo20
npenodasanus Kaunuueckoi u demckoii onkonoeuu. Qopmuposanue ¢ CIIGITIMY kaghedpvr demckoii oHKOA0UU CMANO SANCHEUUUM
SMAnom, 4mo NO360AUAO 6bIEECMU NO020MOBKY CHEeUUAAUCHO8 HA HOBbLU CHEeUUAIU3UPOBAHHbII YPO8EHb. 3a NocieOHee 6peMs
docmueHymbl 3HAUUMeENbHble YCNeXU 6 AeHeHUU 0eMCKUX OHKOA02UHeCKUX 3a001eeanuil. Yposens usnevenus demeil co 310Kavecmee-
HHbIMU onyxoaamu docmue 70 % Onaeodaps uUChOAb308AHUN) UHMEHCUBHBIX NPOSPAMM XUMUOMEPANUU U COBEPULCHCMBEOBAHUIO
conposodumenvrozo aeuerus. CompyoHuku Kapeopsl NPUHUMAIOM CaMoe AKMUBHOE YHACMUE 8 ONMUMU3AUUL 1e4eOHbIX NPOPAMM.

CII6TTIMY no npagy cuumaemcs 00HUM U3 OCHOBONOAARANOWUX U 6e0YUUX UeHmPo8 demcKoi oukoaoeuu 6 Poccuu, ede mpaduyuu,
3A10JCEHHbIe NUOHEPAMU, NPOOOANCAIOMCA U PA3BUBAIONCA 8 COBPEMEHHBIX YCAOBUSX.

KiioueBble clioBa: MCTOpYs IETCKOM OHKOJIOTMYECKOM CyX0bl, [leauaTpuieckuii yHUBEPCUTET, OHKOJIOT ST, OHKOI€MaTOJIOT ST
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U Pa3BUTUSI ETCKO OHKOJIOrMueckoi ciy>k0bl B CaHKT-IleTepOyprckomM rocyqapcTBEHHOM MEAMATPUYECKOM MEIULIMHCKOM
yHuepcurete (100-netuto Yausepcutera u 120-nertuto Kinnnuueckoii 6oapHuipl CII6ITIMY nocssiuaercs). Poccuiickuii xypHai
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The history of the formation and development of the pediatric oncology service at St. Petersburg State
Pediatric Medical University

(dedicated to the 100" anniversary of the University and the 120" anniversary of the Clinical Hospital of St. Petersburg State
Medical University)

D.O. vanov, A.V. Podkameney, V.B. Silkov, V.V. Nabokov, E.V. Terekhina
Saint Petersburg State Pediatric Medical University, Ministry of Health of Russia; 2 Litovskaya St., Saint Petersburg, 194100, Russia

In 2025, the St. Petersburg State Pediatric Medical University celebrates the anniversary dates — the 100" anniversary of the University and
the 120" anniversary of the clinical hospital of the St. Petersburg State Pediatric Medical University. These glorious figures are a reason to
once again recall the history of the University in the context of the formation of individual specializations in pediatrics and pediatric surgery,
in particular, pediatric oncology — one of the most difficult and priority areas of modern medicine.

Objective: to analyze the main stages of the development of pediatric oncology care at St. Petersburg Pediatric University

In 1925, the city hospital on the Vyborgskaya side was transformed into a completely new institution in terms of format and objectives, as the
first specialized higher medical educational institution of the pediatric profile in the world — the Leningrad Institute of Maternal and Infant
Care. This created a unique environment for the development of all areas of pediatrics, including pediatric oncology.

The pediatric oncology service was formed in the middle of the twentieth century, thanks to the efforts of two pioneering doctors in our
country: Lev Abramovich Durnov (1931—2005) in Moscow and Genrikh Arsenievich Fedoreev (1930—1980) in Leningrad. Professor
Lev Abramovich Durnov was the founder of the first pediatric oncology department in the USSR in 1962. The establishment of the first
specialized department was a crucial step in the development of pediatric oncology. A school of pediatric oncologists is being formed. Active
scientific research in the field of children's tumors has begun.

Pediatric oncology has always been one of the most challenging and relevant issues in both pediatric surgery and pediatrics as a whole.
It is a multidisciplinary field that requires collaboration and a comprehensive approach from doctors of various specialties. In the
1960s and 1970s, the Pediatric Institute’s Department of Pediatric Surgery, led by Girey Alievich Bairov, continued to develop specific
areas of pediatric surgery, including the importance of pediatric oncology, training specialists, and instilling "oncological awareness” in
young pediatric students. Pediatric oncology was taught to students in the “Pediatric Surgery” course since 1974. The department was
opened on September 1, 2007. This event marked a new chapter in the history of the university and the training of medical professionals
in St. Petersburg. From the very beginning, the department’s primary goal was to establish an organizational, methodological, and
scientific foundation for the qualified teaching of clinical oncology and pediatric oncology. The establishment of the Department
of Pediatric Oncology at St. Petersburg State Pediatric Medical University was a significant milestone that elevated the training of specialists
to a new, specialized level. In recent years, significant progress has been made in the treatment of pediatric cancer. The cure rate for children
with malignant tumors has reached 70 % due to the use of intensive chemotherapy programs and improved supportive treatment. The
department's staff actively participates in optimizing treatment programs.

The St. Petersburg State Pediatric Medical University is rightfully considered one of the fundamental and leading centers for pediatric
oncology in Russia, where the traditions established by the pioneers continue and develop in modern conditions.

Key words: history of pediatric oncology services, Pediatric university, oncology, oncohematology
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B 2025 r Cankrt-IletepOyprckmii ToCygapcTBEH- BCIIOMHHUTH MCTOPHWIO YHHUBEPCUTETAa B KOHTEKCTE CTa-
HbIA TeAUaTPUUYECKUN MEOULMHCKUI YHUBEPCUTET HOBJIEHUS OTIEAbHBIX CIeUMaIu3aluii B TMeauaTpuu
(CITIOI'TIMY) ormeuaeT rob0mieitHbie gaThl — 100-7IeTHEe ¥ ACTCKOM XMPYPTUH, B YACTHOCTH JETCKOM OHKOJIOTUM —
VYausepcuteta 1 120-metne KnmHudeckoif OOJBHUIIBI  OZHOTO M3 CAMBIX CJIOXKHBIX M TTPUOPUTETHBIX HaTIpaBJie-
CIIGI'TIMY. Otu cnaBHble HUGPH — MOBOJ €Ille pa3 HUIf COBpeMEHHON MEIUIINHEL.
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INenuatpuyeckast cayx6a B Poccum dopmupyercs
Ha pyoexe XVII—XVIII Bekos. IleTpoBckue mpeodpazo-
BaHUsI 3aTPOHYJIM BCE CTOPOHBI OOIIECTBEHHOI >KW3HM.
B 1706 . mo commacoBaHUWIO C IIApeM OTHUM W3 TEPBBIX
HoBropojackuii murpornioaur HMos (1697—1716) cozman
BocrnuraTenbHblil AOM U pa3MelleHUs «IMOAKUIHBIX
MJIAICHIIEB» MPU XOJMOBO-YCIIEHCKOM MoOHacThipe |1,
2]. Terp I (1672—1725) 3aKOHOmATEILHO 3aKPEITMI 3TY
UHULIMATUBY — B 1715 I. OH u3aan yka3 OTKPbITh TOCITUTA-
JIN «JIJIS1 3a30PHBIX MIIANEHLIEB», U1 COXPAHEHUA KU3HU
OpolIEHHBIX Ha MPOU3BOJ cyapoObl Aeteir. Croycrs 10 jet
MOSIBUJIOCH PACIIOpsDKEHUE MMITepaTopa O HarpaBlIeHUU
HE3aKOHHOPOXICHHBIX B YICHUKH K peMeCIeHHUKaM, TaK
co3faBajiach 3aKOHOJAATeIbHAsi OCHOBA T'OCYIapCTBEHHOM
OIEKW HEe3aKOHHOPOXIeHHBbIX Aeteil B Poccuu. Ilosxke
Muxaun BacuiabeBuu JlomonocoB (1711—1765) mnpu-
3bIBaJl YNHOBHUKOB TOTO BpEMEHUW OOpaTUTh BHUMaHMUE
Ha BOIIPOC <«Pa3MHOXKEHHUSI M COXPaHEHWs POCCUICKOTO
Hapona», yKa3blBaJl Ha HEOOXOAUMOCTb TOCYIapCTBEH-
HOI 3a00ThI O POXEHMIIE U POAWIbHUILIC, HAMEYaJl Mephl
OOpBOBI C JETCKOW CMEPTHOCThIO. OIHAKO TOJTOe BpeMs
0Ka3bIBaTh MEIUIIMHCKYIO TIOMOIIb JETSIM TPOIOJIKAIN
Jiekapu o0111ero npoduiisi, He UMeILIe MPeACTaBICHUS
00 OCOOEHHOCTSIX CTPOEHUSI M Pa3BUTUS JETCKOTO opra-
HusMma. B xoniie XVIII Beka mosiBsIIoTCS] BOCIIMTATENbHBIC
JloMa B KPYIMHBIX Topojaax, a 3aTeM W IepBble OTIEb-
Hble KOWKW JUII MaJIeHbKUX ITallMeHTOB B OOJIbHUIIAX.
B XIX Beke Crertan @omua XotoBuukuii (1796—1885) —
OJIMH U3 OCHOBOITOJIOXKHUKOB ITEANaTPUU — B CBOMX paboTax
BIIEPBBIC BBIICISIET «TIeAMATPUIO» KaK OTAEIBHYIO OTpacib
KJIMHUYECKON METUIIMHBI U OTIPENEISIeT e e U 3a1a4u.
C 1836 1o 1847 . oH uyuTan B MeauKo-Xupypruaeckon
akanemuu B [letepOypre MoyHbINA Kypc MenUaTpuu, u3aras
MOAPOOHO aHATOMO-(PU3MOTOTYECKIE OCOOEHHOCTU IETe
BCEX BO3PACTHBIX MEPUOAOB U UX 3a00JeBaHUs, BKIIIOYAsK
ocTphble AeTckue uHdekimu. [1epBbie mpoduIbHbIE CTalU-
oHaphbl oTKpbIBaoTcsl B MockBe u Cankr-IlerepOypre, HO
3TOro abCOJIOTHO HemocTaToyHo. OTpoMHOE KOJUYECTBO
MHGbEKIMOHHBIX 32a00JIEBaHUIA, AeTEl, CTpagaroIIuX XUPyp-
TMYECKOI MATOJOTUEN KaK BPOXKIECHHOIO, TakK U Mpruoope-
TEHHOTI'0 XapaKTepa, Ha (poHe KpaitHe HU3KOI MEIUIIMHCKON
IPAMOTHOCTM HacejieHus1 (hopMUPOBaJIo HEOOXOIUMOCTh
MOCTPONKM HOBOTO COBPEMEHHOTO cTaloHapa [1—3].

B mae 1896 1. Ha 3acemanum Topoackoii Jlymbl
Cankr-IletepOypra mnpuHMMAaETCs pelIieHue O CTPO-
UTEJIbCTBE HOBOW COBPEMEHHOI TOPOICKOW OOJbHUIIBI
nns pereid. Ilocime monrux oOCYyXKACHWUW yTBEpXKAaeT-
Ccs TIPOEKT CTPOUTENbCTBAa Ha BbIOOprckoit cropoHe
Cankr-IletepOypra, u 22 oxtsa6psa 1901 r. mpoucxoaut
3aKJIaika cepeOpssHOW JOCKM Ha MecTe Oyaylieil 00Jib-
Hulibl B [Tamate CesiiieHHOro KopoHosanus Mx Mmre-
patopckux Benuyects. B 1905 . 6oabHuIIa Ha 400 Koek
BBOIUTCS B SKCIUIyaTalldl0 — 3TO MHOTOMPO(UIbHOE
yUpexkIeHue, COCTosIlee W3 KOPIYCOB [JIsI 3apa3HbIX
MalXeHTOB U OTAEIBHOTO KOPITyca 7151 He3apa3HbIX 00JIb-
HbIX. CTPOUTETBCTBO TOPOACKOTO COBPEMEHHOTO CTallhO-
Hapa i neTeil B Hadajae XX BeKa — OWH M3 3HAYMMBbIX
11IarOB B pa3BUTHUM OTeUEeCTBEHHO! neauaTtpuu [1, 2].
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C mnepBbIX OHEH pabOThl OONBHUIILI HYHKIIMOHUPOBA-
JIO XMpypruyeckoe oTaejeHue — cHavaja Ha 40 Koek,
3ateM Ha 100. O gesTebHOCTU XUPYPTrUIYECKOTro OTaee-
Hus ¢ 1905 mo 1925 1. ocTaloch HEMHOTO JOCTOBEPHbBIX
ceeneHuit. B apxuBe mokTtopa Hukonas DpHecToBUYa
Bepra (1878—1949) coxpaHmitack OIMCh CTPYKTYPHI OTIe-
pPaTUBHBIX BMeIIaTeabCTB 3a mepuon ¢ 1905 mo 1925 r,
MMPOM3BEACHHBIX UM CaMUM W MTOMOIIHWKaMU. M3BecT-
HO, YTO OOJBIIMHCTBO OOJIBHBIX OBLIU C XPOHUYECKUMU
3a00JiIeBaHUSIMU: TYOEpKYJe30M KOCTE, OCTEOMUEIU-
TOM, OPTOIEINYECKUMU NeOpMalMIMA U TpaBMaTH-
YyeCKUMMU MoBpexaeHussMu. Beero 3a 20 eT BBITTOJHEHO
3110 omrepanuii: 50 % — rHolHEBIE 3a001eBaHUsd, 29,6 % —
MMOpOKM pa3sutus, 7,2 % — TpaBMHI, 3,5 % — 3aboJe-
BaHWsI OPTaHOB OPIONTHOM TOJIOCTH, 3 % — opToNeau-
yeckue marojiornu, 2,4 % — mpodee. Ha momo oHKO-
JIOTUYECKUX 3abo0jieBaHWI yxKe Npuxommioch mno 4 %
onepanuit. Cioga OTHOCUJINUCH yAaJeHUe JuM@paHTHOM,
TEMaHTMOM, TEPaTOM, HECKOJIbKO OrMepaluii Mo moBoay
OITYXOJIV TTOYKM W capKOM MSTKHUX TKaHel. Kpome Toro,
MPOBOAMINCH SHYKJIEALIMU MO TTOBOAY OTyXOJIeii rna3a —
5 BMemareabcTB. K oHKoJOrmuyeckum 3abojieBaHU-
SIM OTHOCWIM W COCYIWUCTbIE TIOPOKM pa3BUTHST —
TeMaHTUOMBI.

Xupypeuueckoe omdeaenue Boibopecioii eopodckoii 6oavruyst, 1905 e.

Surgical department of the Vyborgsky Hospital, 1905

B onepanronHom xxypHaje 3a 1925 . Mbl MOXXEM TTPO-
CJCIUTh HO30JOTUYECKYIO CTPYKTYpY OIepUPOBAaHHBIX
nanreHToB poBHO 100 yeT Hazan! MakcumanabHOE KOJH-
YECTBO OIlepalldii TMPUXOAUIOCh Ha TIaXOBBbIE T'PHIKU —
OoHU cocTaBasuii 19,6 % o011ero 4mciia BMeEIIaTeNbCTB.
Jpyrve maTojIOTUM paclpene/IICh IO TpyriaM clie-
IYIOIIUM  00pa3oM: OCTEOMUENIMTHI Pa3IWYHbIX JIOKa-
mmsaumii — 11,6 %, rHoiHbBIE 3a0ojieBaHUS MSITKUX
TKaHel — 11,5 %, xupyprudyeckue 3aboneBanust JIOP-op-
raHoB — 11,2 % u opronennyeckue natojoruu — 10,9 %.
Hecko1bKo MmalreHToB OIeprupoBaIMCH U TTI0 TIOBOY OITy-
X0JIeil pa3Hol Jlokanu3aluu. Tak, COrJlacHO OrepalioH-
HoMmy xypHairy, Poman Pomanosuu Bpenen (1867—1934)
OIEpUpPYeT IMalMeHTa ¢ CApKOMOW IMOYKKM W OITyXOJIbIO
Genpa.
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3anuce 6 onepayuontom xcyprane 1925 e. P.P. Bpeden onepuposan onyxons
nouku

An entry in the 1925 operating room log. R.R. Vreden operated on a kidney
tumor

BesycnoBHo, ellle HeT pasiefieHUs Ha y3KWe CIIeln-
JTBHOCTU KaK B MeAMATPUU, TaK U B IETCKON XUPYPTHUU.
JleTckasi XMpYpTUsl TOJBKO HauMHaeT (HOPMUPOBATHCS
KaK OTIeJIbHas CTelMabHOCTh. B Xxupypruueckom otae-
JIeHnu paboTaloT JOKTOpa, OKoHuuBIIMe Mmmepatop-
CKYI0O MEIMKO-XUPYPIMUYECKyl0 aKaIeMuio: Ipodeccop
Bacuiuii BacuibeBuy Makcumos (1849—?), H.D. Bepr
u ¢ 1925 . — podeccop P.P. BpeneH. Dtu Boipamomiue-
Cs1 TOKTOPA-XUPYPTU CTOSTU Y UCTOKOB (DOPMUPOBAHUS
JETCKOM XUPYpPIryu, TPUOOPETAst OTIBIT JIJISl ITOCIIEAYIONINX
MOKOJICHWH, KaK MUOHEPHI 3TOM criennanbHocTU. M3Ha-
YaJIbHO OHKOJIOTUYECKUE TIPOOIeMbl Y IeTel paccMaTpu-
BaIMCh B paMKax oOIlIeil IeTcKoi xupypruu. Jlerckast
OHKOJIOTHSI BBIIEJISIETCS B OTIEJIbHOE HaIlpaBlieHUe Kak
CUHTE3 HECKOJIbKUX TMeAMaTPUUECKUX U XUPYPTUIECKUX
crielMain3aluii HAMHOTO TIo3Xe. TeM He MeHee MHOTHe
XUPYPruyecKue BMellaTeIbcTBa TPU 3TOM IMaTOJOTUU
MPOXOJIAT BeChbMa YCITEITHO.

Ipogeccop P.P. Bpeden onepupyem ¢ H.D. bepeom, 1930 e.
Professor R.R. Vreden operates with N.E. Berg, 1930
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B 1925 1. ropoackast 6oabHu1Ia HA BEIOOPTCKOit cTOpO-
He TpaHchopMUpYyeTcsl B abCOMIIOTHO HOBOE 110 hopMary
M 3a1a4aM yupexaeHne — Kak MepBoe B MUPE Crelaiu-
3MPOBAHHOE BhICIIEe MEAMIIMHCKOE y4eOHOe 3aBeicHue
neauaTpuyeckoro npodunst — JIeHWHTpaaCcKuii UHCTHU-
TYT OXpaHbl MAaTEPUHCTBA M MJIaJIcHYECTBA. DTO CO3MIAJI0
YHUKAJIbHYIO TIOYBY JJISI Pa3BUTHUSI BCEX HallpaBICHUIA
neauaTpuu, BKIIOYas IeTCKyl0 oHkojoruto. I1podeccop
P.P. Bpenen Bo3riaBul Xxupypruuyeckoe otaejeHue. bia-
rojapsi €ro TajaHTy opraHu3aropa, MpodecCHOHAIU3MY
W DPYIUIIMU, OTAEJeHHE OBICTPO 3aHMMaeT Beayllee
MOJIOKEHUE CPEIU NETCKUX JIeUeOHBIX YIPEKIeHUI TaKO-
ro Tuna. B 1932 r. Ha 6a3e JIeHUHIrpaACKOro MHCTUTYTa
OXpaHbl MAaTEPUHCTBA 1 MJIaJIeHUeCTBa OblJIa OpraHu30Ba-
Ha boibHUIIa-MeaBY3, C(hOpMUPOBAHBI TIEPBbIC Kaeaphbl.
Tak, mo nunuuuatube P.P. BpeneHa orkpsiBaeTcs Kadenpa
nerckoit xupypruu. B ¢peBpane 1935 r. boapHuLia-menBys
CTAaHOBUTCS HAa MHOTO JieT JICHUHIPaACKUM TearuaTpuye-
CKUM MEIMIIMHCKUM UHCTUTYTOM.

IMocne cmeptu nmpodeccopa P.P. Bpenena B 1934 1.
Kkadenpoii pykoBonut Buibrensm Anonbdosuu I[llaak
(1886—1957). Mensttorcst paboTa XUPYPrUIECKOM KIMHU -
KU 1 Kadeapbl, HO30JI0TMYecKasl CTPYKTypa — OT IIpeo0-
JlaflaHusl OPTOIEANYECKHX MAallMeHTOB B CTOPOHY OOIIIeit
Xupypruueckoii marojsorur. Ha kadenpe u B otaeneHun
BEIAYyTCSl HayYHO-MCCIIEIOBaTEIbCKUE PabOThl, XUPYPru
BBICTYIAIOT Ha KOH(epeHLMsIX 1 che3nax. [IpoBoasTcs
3aHATUS C TleAMaTpaMM I10 JUAarHOCTHKE 3a0oJieBaHUI
OpPIOIIHON MOJOCTU — «OCTPOTrO XUBOTa», U MpomaraH-
JIAPYeTCsI IPUHITUIT «paHHETO OTIepaTHUBHOTO BMEIIATE ] b-
CTBa» TMPU HUX. DTO ObLIO HEJIeTKO, TaK KaK CUMTaIOCh,
YTO JIETU ILJIOXO TIEPEHOCIT ONepalvi U MHOTHE Bpauu
CTaparoTCs JEUUTh KOHCEPBAaTUBHO.

B roawsl Benukoit OreuecTBEeHHON BOMHBI OOJIBIIMH-
CTBO XUPYProB ObLIM MOOWUJIM30BaHbI Ha (POHT WU
Ha pabOTy B 2BaKOTOCIMTAISIX Kak B [lemuarpuyeckom
MHCTUTYTE B JIEHMHTpaae, Tak U B IPYTUX MEIULIMHCKHIX
YUPEXKACHUSX CTpaHbl. JICHUHTPaACKUI MTeIMaTpUIeCKUii
MEIULIMHCKUI MHCTUTYT HE Ha OAWH JeHb HE OCTaHaB-
JIMBAJI KakK JIeueOHYl0, TaK M YYeOHYIO AesSITeTbHOCTb.
C 1946 1. kadeapy BO3IIaBJIsLI reHEpaI-Maiop MeIULIMH-
cKoil ciyx0bl Tpodeccop AnekcaHnp BriaguciaBoBuu
IMankwuii (1890—1957).

Ilocne Benukoit OtTeyecTBEHHOW BOWMHBI BOCCTa-
HaBJIMBACTCS M pacIIupsieTcss paboTa XUPYPruyeckoro
OTJIeJIeHUsI, BO3BpallaloTcs ¢ (poHTa MOOMJIM30BAaHHbBIE
noktopa. A.B. laukuii npuriacua Ha Kadbeapy 1eTcKoun
XUpypruu mosiogoro xupypra Iupes AnueBuya baupo-
Ba (1922—1999), kotopsiit Bo3riaaBui ee B 1959 r. — Tak
Havanach snoxa [LA. BaupoBa. 26 ceHts10pst 1955 T. oH
BriepBbie B CoBeTckoM Co103€ YCTEIIHO TTPOOIeprpoBal
HOBOPOXXJIEHHOT'O C aTpe3ueil muileBoaa, 1, 6e3ycJoBHO,
MPUOPUTETHBIM HAIlpaBJICHUEM CTAHOBUTCS XUPYPIHs
HOBOPOXIEHHBIX — XUPYPrUsl MOPOKOB pa3BUTHUs. Bme-
CTE C TeM pa3BUBAIOTCS OTIE/IbHbIC HATIPABJICHUST JETCKOM
XUPYPTUM: TPAaBMATOJOTHSI U OPTOIIEIMSI, YETFOCTHO-JTN-
1leBasi M aHTMOXUPYPIUs, AETCKash ypoJIOTUsl U JIeTcKast
oHkostorusi. OcBavBalOTCsI HOBbIE METOIbl AUATrHOCTUKU:
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aHruorpadusi IIpY COCYIMCTHIX OIYXOJISIX, THEBMOMEIMa-
cTuHOrpadus Mpu 00pa30BaHMUIX CPEIOCTEHUS U JIETKUX.

B otuere o paboTe XUPYPruyeckKoro OTAETIEHUS
JleHMHTpaICKOTO  TEAMATPUYECKOTO  MEIUIIMHCKOTO
uHcTUTyTa notieHTa [ B. YuctoBuy 3a 1967 1. mpuBOASTCS
1Pl TT0 HO30JIOTMYECKUM TPYITIaM TallueHTOB, Mpo-
MIEAIINX Yepe3 OTIeIeHUE 3a TOIbI PAOOTHI B TIPOLIEHTHBIX
COOTHOIIEHUSIX (TabauLa).

Kak BUIHO M3 TaOJMIIBI, B 3TU IEPUOIBI OHKOJIOTH-
YecKMe MalMeHThl COCTaBIsuIM yXe oT 5 mo 10 % Bceit
XMpyprudeckoil marojorun. OT™MedyaeTcs pocT KoJIMYe-
CTBa OHKOJIOTMYECKHUX TAIIMeHTOB 3a TIOCJIeAHUI TIEPUO/T,
XOTSI Ha TOT MOMEHT Y€ OTKPBIBAETCS CHeIUaTu3upO-
BaHHOe oTnesieHre B OHKOJIOTUYeCKOM MHCTUTYTE.

Herckass oHKoyiorMyeckast ciyxkda dopMupyercs
B cepenuHe XX Beka Oylarogapst yCUIMSIM IBYX TOKTOPOB-
POIOHAYAJILBHUKOB OHKOITEAMATPUM B HaIlleil CTpaHe —
JIbBa Ao6pamoBuua [dypHoBa (1931-2005) B Mockse

Tenpux Apcenvesuu Pedopeee (uz apxuea npodp. 10.A. I[lynanosa)

Genrikh Arsenievich Fedoreev (from the archive of prof. Yu.A. Punanov)
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n Tenpuxa ApcenbeBnua DemopeeBa (1930—1980)
B Jlenunrpane. Ilpodeccop JI.A. JypHOB opraHu3oBai
B 1962 T. mepBoe AETCKOE OHKOJIOTMUECKOE OTIEJICHME
B CCCP. 3Ot10o ObLIO pemaroiuM IIaroM B pPa3BUTUU
onkonenuarpuu. @opmupyetcst [1IKomaa 1eTCKUX XUPYp-
TOB-OHKOJIOTOB. Hauaamch akTMBHBIE HaydHBIE UCCIIEIO-
BaHUs B 00J1aCTU OMyXoJiei aeTeit [4—6].

Compyonuku omdeneruss onyxoaei demckoeo eo3pacma, 1967 e. (cnpa-
6a Haneso: A.Il. Marunun, A.A. Honos, /I.U. Abwunrasa, B.U. Mosuan,
JLJ. Muxanesa, I.A. @edopees, C.I. lllapaom, B.B. Cmoasposa, I'.A. bau-
Hoea, I.B. Komos, b.A. Koavieun (uz apxuea npog. 10.A. [lynanosa)

Employees of the Department of Childhood Tumors, 1967 (from right to left:
A.P. Malinin, A.A. lonov, D.1. Abshilava, V.I. Movchan, L.D. Mikhaleva,
G.A. Fedoreev, S.G. Sharlot, V.V. Stolyarova, G.A. Blinova, G.V. Komov,
B.A. Kolygin (from the archive of prof. Yu.A. Punanov)

B Jlenunrpane 6naromaps IA. ®@emopeeBy B 1966 L.
OTKPBUIOCH TIEPBOE JIETCKOE OHKOJOTUYECKOE OTaesIe-
HMe Ha 6aze HaydHo-mccienoBaTebCKOrO WHCTUTYTA
onkosiornu. [LA. @enopeeB OKOHUMI JIEHWHTpaACKU
neauaTpuyecKuii MeAULIMHCKUI WMHCTUTYT B 1954 T,
a 1957 . oH yxXe pazpabaTbiBal METOAWKY JEUYEHUS
TreMaHTHOM JIydeBoil Tepanueit. B 1965 1. BepBbie ObLT
OpraH130BaH aMOYJIaTOPHbBI KOHCYJIBTATUBHBIN KaOWHET
JUTS TIEAUATPUIECKUX MAIMEHTOB C COCYIMCTHIMU HOBO-
00pa30BaHUSIMU MPU JETCKOM MONUKIMHUKE. 29.09.1966
npuKasoMm 1o HayyHo-uccrienoBaTeIbcKOMY UHCTUTYTY
OHKOJIOTMM CO3/aeTcsl AeTcKoe oTaeieHre Ha 40 Koek.

Ho3zon0euueckas cmpykmypa nayuenmos xupypeuseckoeo omoenenus ¢ 1925— 1968 ee.

Nosological structure of patients in the surgical department for 1925—1967

Jlnarnos

Diagnosis

TMopoku pa3zButus

Malformations of development e

THoltHbIe 3a00sIeBaHMS

Purulent diseases iy

TpaBmbl
Injuries

Onyxomm
Tumors

15

3,5
«OCTpHIii KUBOT»
“Sharp belly”

Oprorneanyeckue naToJoruu »
Orthopedic pathologies

3

TIpoune

Others L2

Tonp1
Years

1925—1934 1935—1947 1948—1957 1958—1967

18 17 21,1
26,7 18 9,8
33,3 22,5 24,6
4.4 8,7 9,8
8,4 12 13

5 TIpoune TTpouue

Others Others

4,2 21,8 21,6
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DdopmupyeTcs KOJJIEKTUB OHKOJIOTOB-TIEINaTpoB: bopuc
Anexcanaposuyu Kosnbirua, Anatonuii IMaBmosuy Mamnu-
HuH, BnagucnaB MBaHoBuu MoBuaH, CBeTiiaHa AJiek-
canaposHa CacdonoBa, HOpuit Anekcanaposuu [1yHaHoB
u MmHorue npyrue. [lon pykoBomctBoMm ILA. demopeeBa
BeJach aKTMBHAsl HayyHasl U JieueOHasi paboTa, ero yve-
HUKHA — BeOyIIWe CITCIMAJINCThl B JETCKOM OHKOJIO-
TUH, KOTOpPhIC BO3MIABISIOT TPOMUILHBIC OTHCICHUS
u Kadeapsl [7].

Anamonuii I[Tasnrosuu Manunun ocmampusaem nayuenma (u3 apxuea npog.
10.A. Ilynanosa)

Anatoly Pavlovich Malinin examines a patient (from the archive of prof.
Yu.A. Punanov)

30anue xupypeuueckoeo omoenenus JleHunepadckoeo neduampu4eckKoeo
Meduyurckoeo uncmumyma, 1960-e 200bi

The building of the Leningrad Pediatric Medical Institute Surgery Department
in the 1960s

JleTckast OHKOJIOTMSI — BCEra OfHa M3 CaMbIX CJIOX-
HBIX 1 aKTyaJIbHBIX CIIeIIMAIbHOCTEN KaK JETCKO XUPyp-
U, TaK ¥ MeAUaTpUM B 1IEJIOM, 3TO MYJIBTUIUCIIUTLIN -
HapHasi OTpacib, TpeOylollas KOMIUIEKCHOIO MOoAxoaa
W B3aUMOJCHCTBUSI JOKTOPOB Pa3JIMYHBIX CIEeIMaTIbHO-
creir. B 1960—1970-¢ rombl Ha Kadenpe IETCKOW XAPYp-
ruu 1o pykoBoactBoM [LA. baumpoBa mnpomokaroT
(opMupoBaThCs OTAEAbHBIE HAMIPABICHMS, B TOM YMCIIE
OrPOMHOE 3HAyeHWE TPUIAETCS AETCKOW OHKOJIOTUH,
OOYYEeHHUIO CIeLIMaTMCTOB M BOCIMTAHUIO Y CTYACH-
TOB-TIEIMATPOB «OHKOJOTMYECKON HACTOPOXKEHHOCTU».
JeTrckast OHKOJIOTUSI TIperofaBagach CTYJACHTaM B LIMKJIE
«JleTckast xupyprusi» Ha ctapiux Kypcax ¢ 1974 r. 3ansi-
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THS BEJW 3aMeyaTesIbHbIe CHEIMaTUCThl: XUPYPrU-OH-
KoJjioru Anexkcanap Anekcanaposuu MoHoB, Brnaaucias
HMBanoBuuy MoBuaH (muccepTainus Ha TeMy «O COOTHO-
CUTEJIbHOM pOJIM HACAeNCTBEHHBIX (DAaKTOPOB U (haKTOPOB
cpelnbl B 3TUOJIOTMM TEMaHTHOM HapyXHBIX ITOKPOBOB
nereii», 1971 1), FOpuit Anekcanaposuu I[TyHaHOB (T0K-
TOpcKasl auccepraius Ha Temy «CpaBHUTEIbHAS OlIEHKa
HEXOIKKUHCKUX TUMGbOM 1 00J1e3HU XOIKKHA Y ACTEH:
KJIMHUYECKNE OCOOEHHOCTH, TTPOTHO3UPOBAHUE TCUEHUS,
JeyeOHast TakTHKa», 2004 1) [6, 7].

Konnexmue xaghedpvt demckour xupypeuu, 1966 e.
Department of Pediatric Surgery, 1966

Ha xadenpe Bemyrcs HaydHO-MCCIIEAOBATEIbLCKUE
paboThl M YCIENTHO 3aIUIIAIOTCS KaHIMIATCKUE U JTOK-
Topckue nuccepTaruu. Tak, B 1964 . M.U. HeBouH-Jlo-
MaTUH 3allUTWI JuccepTainio Ha Temy «CKIepo3upy-
folee JiedeHWe TeMaHTUOM KOXKHBIX TMTOKPOBOB Yy JIeTei
pacTBOpPOM XMHUH-ypeTaHa». [eMaHTMOMBI — COCYIUCTHIC
MOPOKMU Ppa3BUTHUS, OTHOCWJIMCH K OHKOJIOTMYECKUM
3a00JIeBaHUSIM, TIPU KOTOPBIX 00SI3aTeIbHBIM W €IMH-
CTBEHHBIM METOIOM JIeYeHUsT OBUIO XUPYPIUUECKOE BME-
IaTEeJIbCTBO, MPUBOISIIEE MHOTAA K TSIXKEJIbIM KOCMETH -
YeCKMM U (PYHKIMOHAJIBHBIM MOCIeACTBUSIM. B 1965 .
A.II. Jlebenena 3amuTuiaa KaHIMIATCKYIO AUCCEPTALIUIO
Ha TeMy «J/lmarHoctuka W JiedeHHe HOOPOKAYECTBEH-
HBIX OMYXOJel M KUCT CpedocTeHus y aeteii», B 1971 .
B.M. Manununa — «HeBpobyiacToMbl y neteii (KJIMHUKA,
JIMarHOCTHKA, JiedueHue)», 1 B ToM ke roxy B.I1. Kpacos-
cKasl TOATOTOBWJIA JOKTOPCKYIO JTMCCEPTALIMIO Ha TeMy
«KnuHuko-1uTonornyeckass AUAarHOCTUMKA  OIyXOJiei
B IETCKOM Bo3pacTe», B 1973 1. 3.A. CinoboanHa — KaHIU-
JIATCKYIO AUCcepTalnio Ha TeMy «JledeHne octeobacTo-
KJacToMm y geteii», B 1974 . A.Il. MaluHUH 3alUTUIT
JuccepTaluio Ha Temy «JleyeHre MOAKOXHBIX JTUMPaH-
ruoMm y aereii». COTPYIHUKN XUPYPrU4eCKON KIMHUKU
1 Kadeapsl IeTCKOUW XUpyprun JICHUHTPaaCKOTro Teara-
TPUIECKOTO MEAUIIMHCKOTO MHCTUTYTA B COTPYJIHUYCCTBE
C JIpYTMMHM OHKOJIOTMYECKUMHU OTHCJICHUSIMU aKTUBHO
MyOoJUKOBAJIM CBOM PadOThl M BBICTyNaJIM Ha KOHGe-
peHIUsIX M che3nax: «O MopaXeHUsIX XeTyIOYHO-KH-
IIEYHOTO TpaKTa IMpHU JUM@OTpaHyIoMaTo3e y neTei» —
P.B. Bametrko (B rob0uneiiHoM cOopHuKe JIeHWHTpa-
CKOTO  TEeIMaTPUIECKOr0  MEIUIIMHCKOTO  MHCTUTY-
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Ta «Borpockl Xxupyprudeckoil marojorum», 1967 r,
Jlenunrpan), «Omyxoau y HOBOPOXIEHHbIX», «OTnaneH-
Hble (10-71eTHUE) pe3yabTaThl JeuyeHUs 3a0pIOIIMHHBIX
HeiipoOacToM y aerteii» (B KHUTe «CoBepIIeHCTBOBAHNE
JIMarHOCTMKKM Y METOIOB JICUEHMSI U OPTaHU3aIusT OHKO-
JIOTUYECKOM TTOMOIIM JETCKOMY HaceJIeHUIO» — TE3UChI
1-i1 Bcecoro3Hoit koHpepeHuuu, Poctos-Ha-/lony, 19811,
c. 198—200), «Omyxonu MOYEBOTro My3bIps Yy AeTeil» —
I0.A. Tonosko, C.B. bornanos, A.Jl. [leTponasioBckas
(«BectHuk xupyprum», 1984 1., Ne 6, c. 81—-83).

Onepayuonnuiii acypuan, 1955 e. I'A. Baupoé onepuposan onyxons nouxu
Operation log, 1955. G.A. Bairov operated on a kidney tumor

B 1980—1990-e¢ roabl mpoaosKalTcsl HayYHO-KC-
cienoBaTeIbcKue paboThl B IETCKOW OHKOJIOTMM YYEHM-
kamu ['A. baupoBa. AKTMBHO pa3pabaTbIBaeTCsl OHKO-
JIOTUYECKOE HaIpaBjieHWe C TOYKHU 3PEHUSI COCYTUCTOM
XUPYPTUH TTIOJ pYKOBOACTBOM Anmutpus Jumurpresmda
Kymaranze. OnyoaukoBaHbl paboThl: «Bo3mMoxHOCTH
MUKPOXHUPYPTUUECKONU PEKOHCTPYKIINY HUKHMX KOHEU-
HOCTEl Mocjie YIaaeH!s 3JI0KaYeCTBEHHBIX OITyXOJIeil» —
C.A. ManukoB, B.B. Ha6okoB, A.Il. WBaHOB,
I'N. Boponos, N.®. Jlazosckuii, 1992 r.; «CpaBHUTETb-
Hasl OlIeHKa TPEeIM3NOHHOTO U OOBIYHBIX CITOCOOOB y/a-
JIEHWsT JOOPOKAaYeCTBEHHBIX OMyXOJIel JIMIAa Yy IeTei» —
I'A. Koros, B.M. 3namenckuii, b.JI. CeBpioros,
JI.A. Kanuna; «Xupypruueckoe Je4eHUe TOPMOHIIPO-
JIyLUUpYIOLIell OMyXoJu TMpaBoil NOJIW TMeYeHU y pedeH-
ka 2 ner 8 mecaueB» — B.B. Tounze, B.M. MoBuaH,
B.B. Ha6oxkos, A.I1. sanos, b.JI. Cespioros, E.b. bai-
HUHa; «MHUKpOXUpypruyeckoe JjeyeHue HeTeil co 3J0-
KaueCTBEHHBIMU OMyXoJisiMU KocTeil» — C.A. MaJlukos,
B.U. MosuaH, P.H. ITono3os, B.B. Ha6okos.

Ho obpazoBaHusi Kadeapbl AETCKOW XUPYpruu
B 2007 . KypC OHKOJIOTMM BXOJIWJ B COCTaB IMPOrpamMm
paznmuuHbIX Kadenp. Co3manue Kadeapsl TeTCKON OHKO-
gorun CII6GTTIMY 6b110 00yclIOBIEHO BO3pacTalolleit
aKTyaJIbHOCTBIO W COIIMAJIbHON 3HAUYMMOCTBIO TIPOOJIe-
Mbl OHKOJIOTUYECKUX 3a00JIeBaHUI B HallleM OOIIEeCTBE.
CyliecTBOBaBIlIMEe TIPOOJIEMBl TMO3IHEN JTMarHOCTUKU
3JIOKAYECTBEHHBIX OITyXOJIeH y JeTeil M B3pOCHbIX, a Clie-
JIOBATEJIbHO, MAaJIOYTEeIIUTEbHbIE PEe3yIbTaThl JICYCHUS
JIUKTOBAJIM HEOOXOMMMOCTD TTOBBIIICHUST «OHKOJIOTHYE-
CKOM HAaCTOPOXXEHHOCTU» Y Bpauell BCeX CEUATbHOCTEN
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MOCPECTBOM 0oJiee TITyOOKOro M CUCTEMHOTO M3Yy4eHMS
OHKOJIOTHH.

B 2007 r. 6bu1a co3aaHa Kadeapa OHKOJOTMU ¢ KypCOM
JIy4eBOM JTUMArHOCTUKMA W JIy4eBOM Tepamuu, KOTOPYIO
BO3MIaBWJIa WIeH MeXIyHapogHOTO OOIIecTBa JETCKUX
OHKOJIOTOB, WieH TpaBieHus Poccuiickoro ooOimecTsa
JIETCKOW OHKOJIOTUM M T€MAaTOJIOTMH JI.M.H., Ipodeccop
Mapraputa bopucosHa benorypoBa (mokTopckasi AUC-
cepranus Ha TeMy <«DIUAEMHOJIOTHSI U CpaBHUTEJIbHAS
oneHKa 3(P(hEKTUBHOCTY JICYSHHUSI OITyXOJeil LeHTpaIb-
HOI HepBHOM cucteMbl y aeteit», 2009 r). Maprapurta
BopucoBHa okoHuwmIa JICHUHTpaACKUI TIeAMaTPUIECKUI
MeIUIMHCKUN UHCTUTYT B 1981 . OTKphiTHE Kadenpbl
CTajio HOBOM CTpaHUIIE B UCTOPUHU BYy3a W ITOATOTOBKU
MeauUMHCKUX KaapoB B CaHkT-IleTepOypre, 3To M0o3BO-
JINJIO BBIBECTU TIOATOTOBKY CIIEIIMAJIMCTOB Ha HOBBIN,
CITelIMaIM3UPOBaHHbBIN ypoBeHb. C MEPBBIX AHEH PabOTHI
Kadenpsl TIaBHOUW 3amayeil ObUIO CO3MaHUE OpraHu3a-
LIMOHHO-METOIMYECKON ¥ HAaydHOU 0asbl IJIsT KBaTUdU-
LIMPOBAHHOTO TIPETOIaBaHUs KIMHUICCKOW W IETCKOM
oHkojoruu. 1 gekabps 2008 I MPOM3OIUIO CIUSHUE
Kadeapsl OHKOJIOTMU 1 Kadeapbl peHTIeHOAMarHOCTUKI
M JTydeBOi Teparuu. Tak mosiBUiach Kadenpa OHKOJIOTUN
C KYpCOM JIy4yeBOM IMAarHOCTUKM W JIYYeBOU Tepariu.
MHorue COTpyIHUKY MPOILUTH CITEIMAIBHYIO TTOATOTOBKY
M CTaXKHUPOBANCH B BEAYIIIMX OHKOJIOTMYECKUX KITMHUKAX
Esponsl 1 CIHIA. Kadenpa Beaer aKTMBHYIO HaydyHYIO
paboTy, TPUHUMAET y4yacThe BO BCEPOCCHICKUX U MEXK-
JIYHAPOIHBIX HAyYHBIX KOHTpeccaXx W KOH(EepeHIUsIX.
CoTtpyaHukamMu Kageapbl ObLIO M3IaHO PYKOBOACTBO
«Jlerckas oHkKojorusi» non peaakuueit M.b. benorypo-
BOM, Ky/Ja BOIIIM HOBEHIIME TPEICTaBICHUS O BOZHUK-
HOBEHUHU, MIUATHOCTUKE W JIEYCHUM OHKOJIOTMYECKUX
3a00JIeBaHUM y ACTEH.

3a TMocjemIHWe TOABl JOCTUTHYTHI 3HAYMTEIbHBIE
yCIIeXH B JICUEHWU JETCKUX OHKOJIOIMYECKUX 3a0ojieBa-
HUI. YpoBeHb M3JICUEHUS JIETeil CO 3I0Ka4eCTBEHHBIMU
omyxosnsiMu goctur 70 % Onaromapsi MCIOJIb30BaHUIO
WHTEHCUBHBIX TPOTpaMM XMMMOTEPAIud M COBEPIICH-
CTBOBAaHMIO COIPOBOAUTENbHOTO JiedeHUsl. COTpYIHUKI
Kadeapsl TPUHUMAIOT caMOe aKTUBHOE y4acTUE B OTTH-
MM3aLIMH JIeYeOHBIX IPOrpaMM.

Anexcandp Dédoposuu Typ na obxode

Alexander Fyodorovich Tur on a ward round

Hawa wctopusa // Our history
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9 nexabps 2021 1. OBIIO OTKPHITO OHKOTEMaTOJI0rnye-
ckoe otaenenue Knunuku CIT6I'TIMY, B ToM Xe 3m1aHun
PaCITOJIOXKWIMCH HOBBIE IMTOMelleHusT Kadenpol. McTropu-
YyecKHu AeTcKasl remaTtojiornyeckast ciayxoa B Cankr-Ile-
TepOypre HeTOCPEACTBEHHO cBsi3aHa ¢ [leauaTpryeckum
yHuBepcuteToM. B 1967 T. Mo mHMIIMATMBE aKaaeMHuKa
Anexkcangpa Pénoposuua Typa (1894—1974) Ha Oase
Hetckoii Topoackoit 6oapHUIBI Noe 2 Ha BacuibeBckoM
octpoBe B JleHuHrpame ObLT co3gaH JleTckuili remaTo-
JIOTUYECKUI TICHTP, KOTOPBIM OTHOBPEMEHHO SIBJISLI-
¢ JIeTCKOoW KIuMHUKOW HayuHo-uccienoBaTebCcKOro
MHCTUTYTAa reMaToJIOTUM U TiepeauBaHus KpoBu [1, 2].
Hayunbim pykoBomutesnem LleHTpa MHOTO JIeT ObUT TIpO-
deccop Huxkomait Anekceesuy AsekceeB (1967—1994).
B 1976 1. LleHTp ObIT MIEpeBeAeH BO BHOBb OTKPBIBIIYIOCS
MHOTOITPOPUIBEHYIO JIeTCKYIO TOPOACKYIO 00 TbHMITY No 1.
Jo 1990 . 370 ObUIa €IMHCTBEHHAs] KJIMHUKA JETCKOM
remarosiornu B CanHkT-IleTepOypre 1mom pyKOBOICTBOM
DneoHopsl MuxaitmoBusl IletpoBoit [4—6]. Herckuit
reMaTOJIOTMUECKUIA LIEHTP SBIISUICS KIMHUYECKON 0a3oit
3 nemguarpuueckux Kadeap CIIGITIMY. Ilpodeccopa
U COTPYIHUKU Kadenpbl (HaKyJbTeTCKON IeauaTpuu,
Kadeapsl TOCTIMTAIIBHOM TleauaTpuu, Kadenpsl Ipore-
JIEBTUKW JIETCKUX OOJIe3Hel 3aHMMAaJMCh BOIPOCAMM
remarosiornu. Anpoept Basrenosud IMamasu (1936—2002)
M3yJajl CBEPTHIBAIOIIYIO CUCTEMY M CHHAPOM IMCCEMM-
HUPOBAHHOTO BHYTPHUCOCYIMCTOTO CBEPTHIBAHUS Y IETEH,
Bepa MBanoBHa Kanunuuesa (1927—2013) — runoria-
ctuueckue aHemuu, Wropr MuxaitioBud BopoHiioB
(1935—2007) — netckue JEUKO3BI.

CeromaHst OHKOTeMaTOJIOTUIECKOE OTJIeIeHUE
CIIGI'TIMY — nepBbiii B CeBepo-3amagHOM pPErvoHe
LIEHTP, B KOTOPOM OKa3bIBAIOT TOMOIIb ITallMeHTaM
C PETMHOOJIACTOMOI — 3JT0KaYECTBEHHOM OITyXOJIbIO CET-
YaTKM Tj1a3a. DTy IaTOJIOTUIO OOBIYHO ITHUAarHOCTUPYIOT
y aeteit mo 2 net. YToObl criacTu K1U3Hb U COXPAHUTD 3pe-

Bepa Hsanosna Karunuuesa

Vera Ivanovna Kalinicheva

Heops Muxatinoeuu Boporuyos

Igor Mikhailovich Vorontsov
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Anvbepm Bazeenosuu Ilanasm

Albert Vazgenovich Papayan

HUe, TpeOYeTCsI CUCTEMHBIN MOJIX0 OHKOJIOTOB JJIST TIPO-
BeJIeHUST XMMUOTEPATIEBTUUECKOTO JIEUEHUST U XUPYPIOB.

B npodunbHOM oOTHENEHMM CO3daHBI BCe HEOOXO-
IVMBbIEe YCJIIOBUS I JJINTEILHOTO HAXOXACHUS OeTei
C pomuTensIMU. 3aBeAyeT oTaelieHneM 4wieH Poccuii-
CKOTO OOIlleCTBAa JETCKMX OHKOJIOTOB M TeMaTOJOTOB
K.M.H., IeTcKuii oHkosior BsuecnaB bopucosuu Cuikon
(muccepranys Ha TeMy «XUPYPTUYECKUIT 3Tall B KOMOU-
HUPOBAaHHOM JIEYEHUUN OCTECOTeHHOI CapKOMBI Y JeTeii»,
2002 1.). B oTmenenuu aeiicTBytoT 22 Koiiku, 19 u3 KoTo-
PBIX KPYIJIOCYTOYHOI'O TUTIA U 3 — THEBHOTO CTallOHAapa.
JlokTopa oTneneHus SBISIOTCS ClelalucTaMu B 00Jia-
CTM TEMaTOJIOTUM M JETCKOM OHKOJIOTUM, O0yYalauch
W CTAXKUPOBAJIMCH B BEAYIINX ITPOMPUIBHBIX YIPEKICHUSIX
U CTallOHAapax.

Dneonopa Muxaiinosna Ilemposa

FEleanor Mikhailovna Petrova



& roccnmckui xypHAT

POAOr [ETCKOW FEMATOSOMAW u OHKONOMAW // Russian Journal of Pediatric Hematology and Oncology

Konnexmue onkonoeuueckoeo omoenenus CIIGITIMY
The staff of the oncological department of St. Petersburg State Medical
University

OCHOBHBIE HaMPaBJICHUS NeSITeJIbHOCTU OTACICHUS:

*  TIPOBEICHWE XUMHUOTEPAIMM TIPU COJUITHBIX
OITyXOJISIX Pa3IMYHON JoKaau3aluu (o0pa3oBaHUs 1IeH-
TPaJlbHOM HEPBHOM CUCTEMBI, CAPKOMbI MATKUX TKAHEM,
HelipoOjacToMa, OmMyXoidb BubMmca, 3710KadueCTBEHHBIC
OITyXOJIM KOCTe, Apyrue peakue opmbl 3JI0KaUeCTBEH-
HBIX HOBOOOpa30BaHWil y AeTei) U Mpu remMo0sacTo3ax
(ocTpBIii TUMGOOIACTHBIN JISUKO3, OCTPHII MUCTOMTHBIIA
JIENK03, TUM@POMBI, CHUHAPOMBI KOCTHOMO3TOBOI Helo-
CTaTOYHOCTH);

e o0cienoBaHue M Je4eHUE MALlMEHTOB C reMa-
TOJJOTMYECKUMU 3a0osieBaHUSIMU (aHEMUU, WMMYHHast
TPOMOOIIMTOIIEHNYECKasl IMypIIypa).

JleueHne MpoOBOOUTCS B COOTBETCTBUM C MEXKIYHAPOI-
HBIMM MpOrpaMMaMi, JIOKa3aBIIUMU CBOIO 3(DHEeKTUB-
HOCTb.

OtmeneHue padoTaeT B TECHOM COTPYIHUYECTBE
C BeIylIMMU MpoGWILHBIMUA CHELUATUCTAMU U YUpeX-
nenussmu Poccuiickoit @enepaunu. PaboTy oTaeaeHus
KypupyeT Kadeapa OHKOJIOTUM U JyIeBOM AMAarHOCTUKK
CII6I'TIMY mnon pykoBOACTBOM TJIABHOTO BHELITATHOTO
crneuuanucra CaHkT-IleTepOypra Mo neTckoif OHKOJIO-
r'Mu JI.M.H., ipodeccopa Cernanbl Anekcanapnl Kye-
Boii. CBeTyiaHa AJIeKCaHIPOBHA C OTJIMYMEM OKOHYMJIA
CIIoI'TIMY B 1997 1., 3aTeM AOCPOYHO 3alllUTUIA KaHIU-
JIAaTCKYIO JUCCEPTALINIO Ha TeMy «PojIb IpOrHOCTUYECKNX
¢GakTopoB U aaeKBaTHOCTU JIEUEHUSI 3JIOKAUYeCTBEH-
HBIX ONYyXOJIEM CPEeNOCTeHUS Yy HETE U IIOJPOCTKOB»
n B 2010 T. — TOKTOPCKYIO IMCCepTalnio Ha TeMy «Puck-
ajanTupoBaHHas Tepanus JuM@oMbl XOIKKUHA Y AeTel
u noapoctkoB». IIpodeccop C.A. KyneBa — uieH Poc-
CHIICKOTO O0IIIeCTBa AETCKIUX OHKOJIOTOB M TeMaTOJIOTOB,
Poccuiickoro ob1iecTBa 1eTCKUX OHKOJIOTOB.

4’2025

TOMNOL. 12

B mocnenHee BpeMsi JOCTUTHYTHI YBEPEHHBIE YCIIe-
X{ B JICYCHUM IETCKMX OHKOJOTMYCCKUX 3a00JIeBaHMUIA.
YpoBeHb uznedeHus nocturaeT 70 % Gnaromapsi UCIOJIb-
30BaHUI0 WHTCHCHBHBIX TIIPOTPAaMM  XUMHUOTEPAITUN
U COBEPIIEHCTBOBAHMIO COMPOBOAUTEIBLHOIO JICUCHUS.
CoTpyagHUKU OTAeNIeHUS 1 Kadeaphl IPUHUMAIOT aKTHB-
HO€ y4yacTH€ B COBEPIICHCTBOBAHUM W ONTUMM3AIIUU
JIe4eOHBIX TTPOTPAMM OHKOJIOTMYECKOTO TTPOUJIS.

OcCHOBHBIC Hay4YHBIC, TUATHOCTUYECCKUE U JIeYeOHbIE
HarmpaBJieHUsT paboThl KadenApbl W OTICIEHUS: IpPO-
TPAMMHOE JICYCHHE 3JIOKAYECTBEHHBIX OITyXOJIEW Y HETEH,
ONTUMU3ALIMS JIEYSHUST OIyXOJiell LEHTPaIbHOU HEepB-
HO# CHCTeMBbI, MAJIOWMHBAa3UBHBIC METOIBI MOHUTOPHMHTA
BTOPUYHBIX TTOPaXXEHUI JIETKUX TIPU 3JI0KAYeCTBEHHBIX
OIyXOJIAX y JHeTeil, CONMPOBOIWUTEIbHAS Tepamus IIpu
MPOBEICHUN UHTEHCUBHON MOJTUXUMUOTEPAIINU Y NETEH,
COBEpIICHCTBOBAHNE METOHOB JIyU€BOI TMAarHOCTUKU ITPH
aHOMAaIUSX Pa3BUTUS KEIyIOYHO-KUIIEYHOIO TpakTa
y IeTeil, pa3paboTKa METOAUK YJIBTPa3BYKOBOM TMAarHOC-
TUKU TIPU BPOKIACHHBIX U IPUOOPETEHHBIX 3a001€BaHUSIX
OIOPHO-/IBUTATEJILHOTO arlfapara y jJeTeid U B3pOCIbIX,
KOMIUICKCHBIC Jy4eBbIC HCCICIOBAHUS: KOMITbIOTCpHAs
TomMorpacdusi, MarHUTHO-PE30HAaHCHasi ToMorpadusi,
MMO3UTPOHHO-3MUCCUOHHAST TOMOTpadus.

IIpenonaBanue B CIIGITIMY Benetcs anst cTyaeH-
TOB Ha PYCCKOM M aHTIJIMICKOM SI3bIKax B BHUAC MpaK-
TUYECKUX 3aHITUN U JIEKLUUMA, MPAKTUIECKUX 3aHITUN
IJIST  Bpayeil-WHTEPHOB, KIMHUYECKNX OPIAMHATOPOB
1 acnupaHToB. TakxKe akKTMBHO paboTaeT Kpykok Cry-
JIEHYECKOro HayyHoro oOiectBa. Ha kadenpe rotoBar-
cs HayvyHbIe paboOThl Ha COMCKAaHWE YYCHBIX CTEIeHeM
KaHIMUaaTa v J0KTopa MeAuMHCKUX Hayk. [TpoBoasrcs
cepTUdUKAIIMOHHBIC IIUKJIBI 110 MMOBBIIIEHUIO KBaTuhu-
KallM TI0 CHELMATBHOCTSIM <«OHKOJOTHSI» U «IeTCKas
OHKOJIOTHUSI».

C 2023 r. cOTpyIHMKaAaMM OHKOTE€MAaTOJOTMYECKOIo
OTIEJICHUSI U HayYHO-HCCIIeI0BATEILCKON J1TabopaToprumn
SKCIePUMEHTAIbHOM XUPYPIrUU YHUBEPCUTETA IO/ PYKO-
BOICTBOM 3aBeAyIoleil Kadeapoil I.M.H., IIpodeccopoM
C.A. KyneBoii BemeTcsi HaydyHO-HCCIEI0OBaTEIbCKAs
pabota «AHamm3 skcnpeccun GD2 Ha OUPKyIUpyro-
IIUX ¥ IMCCEMMHMPOBAHHBIX OMYXOJIEBBIX KJIETKaX Kak
JIMarTHOCTUYECKOTO M TIPOTHOCTUYECKOTO OITyXOJIEBOTO
Mapkepa Ipu HelipobiacToMax, peTMHOOJIacTOMAax U cap-
KOMax KOCTEH M MSAATKUX TKaHEW y IeTeil».

CII6I'TIMY 1o mpaBy cuMTaeTcsl OJHUM M3 OCHOBO-
MoJiaralolX W BEAYIIMX IEHTPOB JETCKOW OHKOJIOTUU
B Poccuu, toe Tpamuimm, 3a0KeHHBIE ITMOHEPaMM TaH-
HOI 00nacTu, MPOMOIKAIOTCS U Pa3BUBAIOTCS B COBpE-
MEHHBIX YCIIOBUSIX.

Hawa wctopusa // Our history
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Hay4yHo-o6pa3oBaTenbHblil cemuHap «[lanbHue peruoHbl»

16 1 17 okTs16pst 2025 . cocTostics HaydYHO-00pa3oBa-
TeJIbHBII CEMUHAp B 00JIACTU reMaTOJIOTUH, OHKOJIOTUU
Y UMMYHOJIOTMM Y JETell X MOJIOABIX B3POCIBIX IO IIPO-
rpaMMe «JlaJibHUEe PErMOHbBI> IS CIIELIMAIUCTOB, pabo-
tatomnx B KanumHuHrpaackoit obgactu. Meponpusitue
npoiuio B rudbpuaHoM dopmare Ha 6aze 'BY3 «/lerckas
obnactHass OonbHMLA KanumHuHTpagckoilt ob6macTu».
B pamkax cemunapa seayime crienuanuctesl HUW J10Oul’

nMm. akag. PAMH JI.A. HQypnoBa HMMWII oHkojgoruun
nm. H.H. bioxuna, HMUL ITOU um. Imutpus Poraue-
Ba, HUM JIOIuT um. P.M. TopbaueBoii u npyrux yupex-
JIEHWI BBICTYIIWIM ¢ HaydHbIMU AoKIagaMu. COCTOSIOCH
0o0CyXIeH1e BO3MOXKXHOCTENM pa3BUTHUSI CIYKObI JETCKOM
OHKOJIOTUM M TeMaToJioTMu B cyobekTax Poccuiickoii
denepaliii ¥ CO3AaHUsI OKPYKHBIX IIECHTPOB.

Il Poccuiicknii KoHrpecc «AKTyanbHble BONPOCHI OHKONOrUN N XUPYpPrum
B neguarpuun»

2—4 okts10ps 2025 . 8 HMULL AT'OU nm. JImutpus
PoraueBa Munsapasa Poccum npomen I Poccuiickmii
KOHIpecC «AKTyaJIbHbIE BOIIPOCHI OHKOJIOTUU U XUPYPIrUU

B nieauaTpun». KoHrpecc codopait Bemaylmmx cieuajlrucToB
B 00JIACTU AETCKOM OHKOJOTUU U XUPYPTUM.

«Jlerenga cneyuanbHoCTH>

[Ipemuro «JlereHna crenyaabHOCTH» 32 BbIIAIOIIUIA-
cs BKJIAA B pa3BUTUE IETCKONM OHKOJIOIMHU/OHKOXUPYP-
run CaetnaHe PadasneBHe BapdonomeeBoit, 1.M.H.,
npodeccopy, aupekropy HUM NOul’ um. akan. PAMH
JILA. dypnoBa HMWIL onkonorum um. H.H. brnoxuHa,
BPYYMJIM BO BpPEeMsl TOPXKECTBEHHOM LIEPEMOHUM OTKPbI-
s 11 Poccuiickoro koHrpecca «AKTyaJlbHbIe BOIIPOCHI
OHKOJIOTUM U XUPYPTUU B TICIUATPUIL».

Hay4yHo-npakTuyeckas KoHthepenuus «flecatb NeT AeTCKON OHKOnOruu/
remaronorun B ®Irby «HMUL| um. B.A. Anma3osa>» Munsapasa Poccunu:
AOCTUXXEHNS U NepcneKTuBbI>»

3 u 4 okTsa6ps 2025 1. cocTosiIach HAyYHO-TMIpaKTUUe-

MI/IH3I[paBa Poccuu: poctukeHust u NECPCIICKTUBLI» .

ckast KoHpepeHUs «ecsathb JietT nerckoit onkojornu/ KoHdepeHius cobpana Beaymmx crienuaauctoB Poccun

remarojjorun B ®I'BY «HMUWII um. B.A. AnmaszoBa»

B 00J1aCTU JETCKOI OHKOJIOTUY U FeMaTOJIOTUH.

Hawe coo6wectBo — gestenvHocte POQAOI // Our community — activities of the RSPOH
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VI 06veauHeHHblid kourpecc POLIOI «AKTyanbHbie Npo6nembl
U NepcneKTUBbl Pa3BUTUA AETCKOIW OHKONOrMU U remaTtonorum
B Poccuiickoin ®Mepepauun — 2025»

27—-29 nHosiops 2025 r. cocrosines VI O6beqMHEHHDBIN
koHrpecc POAOI' «AKTyasibHBIE TIPOOJIEMBI U TIEPCITeK-
TUBBI Pa3BUTHUSI IETCKOM OHKOJIOTMU U TEeMAaTOJOTUH
B Poccuiickoit @enepanm — 2025», KOTOPBIiT MO3BOIMI
BCEM HaM ITOIIePXKAaTh APYT APYTa U YKPEITUTD APYKECKUE
¥ Hay4dHBIe cBs3u. KoHTpecc mpoBoauics B THOPUIHOM
dopmarte u cobpan 6onee 1700 memeraToB NMPaKTUIECKU

u3 Bcex cyobekToB Poccuiickoit ®enepanuym U crpaH
EBpasuu. B Meporpustiu B KauecTBe JIEKTOPOB IIPUHU-
MaJjli y4acTHe IpeacTaBuTe i BceMupHOI opraHu3anum
snpaBooxpaHenust (EBpormeiickuii odpuc, Komenrarex,
Hanust). Ouno B KoHrpecce ydacTBoBaiu Iipodeccopa
T. Kytiyk (Typuust) n A. Kxan (CaymoBckast ApaBHsT).

Mo6eautenn npemun «3a BepHocTb npotheccun — 2025>

YBaxkaembie Koyuieru! B aTom romy B ouepenHoit pas
ObLIa BpydyeHa mpemMus «3a BepHOCTh mpodeccum». [pe-
suauyMm POJIOI enriHOrIaCHO MPUHSUT pellieHUe BPYUYUTh
[Mpemuio criemyonM BpayaM — JETCKMM OHKOJIOTaM
1 TEeMaTOoJIOTaM:

- Haranbe CranuciaaBoBHe OcMynbekoii (OMcK);

- Jlapuce BanentuHoBHe Baxonunoii (EkaTtepuH-
Oypr);

- Onece BnagumupoBHe ITaunoii (Cankr-Iletep-
Oypr) (MTOCMePTHO).
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FoToBbIe K MCNONBb30BaHUIO KOMNNEKTbI MarucTpanen,

I'Ipe,qHasHaquHble Ansa npouenyp pas3fiMydHbIX TUNOB

. YcmaHogka HenodsuxHO ghukcupyemoll Kaccemb| 8bINOMTHSEMCA 8 HECKOIbKO 3manog

. CucmeMma KOHMPoOUpyem coomeememeaue yCmaHO8/IEHHO20 KoMniekma Mazucmpanel
8bI6paHHOU npoyedype

. Komnnekm mazucmpanel 0nsi manoeo obbema xudkocmu npedHasHayeH 015 nayueHmos

¢ Hebonbwol maccoli mena
. YMeHbWEHHbIe pa3mepbi KoMnaekmog 07151 Mazucmparnel N0360som 3KOHOMUMb
npocmpaHcmeo 01151 XpaHeHUst

Bbicoko MaHeBpPeHHasA cucTtema

. Bbi0suxHasi, ne2ko hoOHUMaKoWasicsi U onyckarouasicss UHgy3uoHHasi cmolika

. CknadHol akpaH 0r1s1 boniee f1eeko20 NepeMeweHus U XpaHeHUs!

. Bonbwue, npoyHble Komeca Ha 8pawatolyuxcs ponukax obecneyusarom oOmnuyHyr
MaHes8peHHOCMb NpU Nepemew,eHuu cenapamopa

. BbicokomexHosoauyHasi HoXHasi nedasib ho3eorisiem npu Heobxodumocmu nepemeuams
cenapamop unu npedomepalwiams e20 CMeweHue

KomnaHusa OO0 «MM-Meaukan»

www.afc-bloodsystems.ru
Ten: +7 (495) 921-45-96
E-mail: med@afc-project.ru
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5 + NET onbiTA PABOTBI | oTkesisan aocrn

K UHHOBAUWNOHHLIM

B POCCUUN N CTPAHAX CHI' MNPEMAPATAM

O6nanas BbICOKOWM SKCMePTU30M B BOMPOCAxX STUKU, HOPMATUBHOW AOKYMeHTaLMK, paboTada
B COTPYAHMYECTBE C MEOMLIMHCKUM COOBLLIECTBOM, Mbl 0becrnedymBaeM JOCTYM K NepenoBbiM
MHHOBALMOHHBIM MEAULIMHCKUM TEXHOMOMMAM M MpenapaTaM rno BCEMY MUPY.

HALLUN NAPTHEPGI

g MPOM®ECCUOHAJIbHbIE COOBLLIECTBA é@ OAPMALIEBTUMECKUE
B napTHepCcTBe C HaLMOHaNbHbIMM N BUOTEXHOJTIOT'MYECKME KOMIMNAHUU
n MexxayHapoaHbIMU l‘lpOCbeCCI/IOHaJ'IbeIMVI Mbl pa60TaeM C MHHOBATOPaMM B obnacTax
MeaUnUMNHCKNMU coobLecTBaMm Mbl cTpeMmMmca OHKONOrnm, reMaTtonornm, HeBPOOrmnK,
coenatb nepegoBble MHHOBALMOHHBIE MeTOAbI SHOOKPUHONOIMN, MMMYHOJIOTMU, Kapanonormm
nedyeHumda O6Ll_l,e,El,OCTyI'IHbIMl/I aongd Bpal—leﬁ. N MHOIUX Opyrnx.

@ MEOVWUMHCKUE YYPEXXOEHUNA N AMNTEKA gg NAUMEHTCKME OPTAHU3ALUA
Mbl pa6OTaeM C COTPYAHUKaMWM 300aBOOXpPaHeHN] COBMECTHO C MauMeHTCKMMM OpraHmn3aumnamm
no BCceMy MUpPY, YTOObI 3¢¢eKTMBHbIe pa3pa6OTKlA Mbl CTPEMUMMCH K TOMY, YTOObI KaxXOblM NaumeHT
CTAaHOBW/INCb OOCTYMHbIMU B Kaykgowm CTpaHe nony4yan HeobxoamnMoe eMy, cCoBpeMeHHOoe
N B Ka>XOOM permoHe. nedyeHume.

lOpuanyveckni agpec: 109428, PO, MockBa, PA3aHCKU MPOCMeKT, 4oM 16, Appec ana koppecrnoHaeHumm: 115114, PO, Mocksa, yin. depbeHesckag, aom 11,

CcTpoeHue 1, 3Taxk 7, momeleHue |, kKoMHaTa 3 3TaXK 4, Ten.: +7 (495) 098-01-88, E-mail: info@fmbm.bio
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